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BROAD ASPECTS OF DEVELOPMENTAL DISABILITIES 


1768 JANERICH, DWIGHT T. Epidemiology of 
birth defects. Lancet, 2(7948):1304, 1975. 
(Letter) 


The concept of environmental preconditioning 
represents an alternative both to the simple 
environmental (extrinsic) and one single cause 
(intrinsic) explanations for birth defects. This 
concept explains the lack of time-space clustering 
on the basis of teratogenic susceptibility and 
specificity. Maternal susceptibility to teratogens 
has been virtually unexplored except for the 
rubella syndrome. Susceptibility also seems to be 
an issue in noninfectious teratogenesis. Very 
feasibly, the lack of time-space clustering of 
common malformations would be more under- 
standable if teratogens were common agents to 
which most of the population was exposed but to 
which only a very few were susceptible. If 
susceptibility persisted, that could tend to cause 
specific defects to recur in families, thereby 
mimicking a genetic mechanism. (5 refs.) 


New York State Department 
of Health 
Ablany, New York 12237 


1769 WEINBERG-ASHER, NANCY. = Social 
stereotyping of the physically handi- 
capped. Resources in Education (ERIC), 
11(10):77, 1976. Available from ERIC 
Document Reproduction Service, Box 190, 
Arlington, Virginia 22210. Price MF $0.83; 
HC $1.67, plus postage. Order No. 
ED1 23856. 


Social stereotyping of the physically handicapped 
was examined in 372 college students. Ss 
completed person description questionnaires, 
rating a person identified by either age and sex (a 
minimal description condition); by age, sex, and 
either blind, deaf, or wheelchair-bound (disability 
conditions); or by age, sex, and as a person the S 
would like (liking condition). Results indicated 
that those with disability conditions were 
described as being quite similar to each other, and 
that in comparison to the minimally described 
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person and the liked person, the disabled person 
was considered less socially skilled, more political- 
ly conservative, more dependent, and more 
personally good. 


1770 COOKE, ROBERT E. The role of ethics in 
pediatrics. American Journal of Diseases of 
Children, 129(10):1157-1161, 1975. 


In the course of considering a variety of clinical 
ethical problems, 5 general problem areas were 
identified. Ethical relativism claims that each 
culture has its own ethical principles, and that all 
moral decisions are purely personal decisions. The 
second problem area is the prevalence of 
utilitarianism, or the belief that the rightness of an 
act is determined by the nonmoral value of the 
consequences, immediate or remote. The con- 
fusion of moral and nonmoral decisions, the third 
area, occurs when the general public or the 
scientific world calls moral decisions scientific 
decisions and vice versa. The fourth problem is the 
considerable variation that exists in the stages of 
moral development from one person to another, 
well educated or not. The last problem is the low 
level of development of much institutional 
morality. The concern for legal action or public 
relations has forced institutions to operate at a 
level of moral development in terms of reward and 
punishment rather than at levels consistent with 
those of many staff members. The experiences of 
an informal ethics study group established at 
Johns Hopkins Hospital after a case involving 
Down’s syndrome with duodenal atresia was 
widely publicized are discussed. (19 refs.) 


WARF Building 
610 N. Walnut Street 
Madison, Wisconsin 53705 


1771 RICHARDSON, STEPHEN A. Attitudes 
and behavior toward the physically handi- 
capped. In: Bergsma, D.; & Pulver, A. E., 
eds. Developmental Disabilities: Psycholog- 
ic and Social Implications. (National 


Foundation-March of Dimes Birth Defects 
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Original Article Series, Volume 12, Num- 
ber 4.) New York, New York: Alan R. 
Liss, 1976, pp. 15-34. 


Studies related to the attitude and behavior of 
persons who are not disabled towards those who 
are have involved personality and attitude 
research, value research, research on_ initial 
reactions to the handicapped and on violation of 
expectation, and sociometric investigations of 
long-term social relationships of handicapped 
children in different settings. The studies which 
come close to achieving the requirements for 
scientific research do so at the price of 
oversimplification, so that it is necessary to be 
very cautious in generalizing the results to the 
more complex overall life experiences of those 
who are handicapped. On the other hand, studies 
which attempt to take into account the complexi- 
ties of everyday life yield generalizations from 
limited and possibly biased case _ selection. 
Research should include more complex social 
situations. The variation which occurs in the 
distortion of behavior when a nonhandicapped 
person first meets a physically handicapped person 
should be emphasized, and the effect to which 
prior experience with handicap reduces behavioral 
changes should be studied further. The early 
development of children’s understanding of 
individual differences and provision of opportuni- 
ties to develop interpersonal skills also are urgent 
issues for research, among many others. (39 refs.) 


Department of Pediatrics 

Albert Einstein College 
of Medicine 

Bronx, New York 10461 


1772 GORDON, EDMUND W. Education, re- 


creation, and vocational training. In: 
Bergsma, D.; & Pulver, A. E., eds. 
Developmental Disabilities: Psychologic 


and Social Implications. (National Founda- 
tion-March of Dimes Birth Defects Original 
Article Series, Volume 12, Number 4.) 
New York, New York: Alan R, Liss, 1976, 
p. 119-126. 


The planning, design, and delivery of human 
services must be based upon the characteristics of 
the individuals to be served. In the development 
and delivery of education, vocational training, or 
recreational services for any or all segments of a 
population as varied as ours, the primary task is to 
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develop a technology of assessment that is capable 
of producing the kind of information concerning 
the characteristics of those to be served that is 
essential to the design of the program of human 
service. Children with developmental disabilities 
are children who, in addition to such diverse 
characteristics as may be observed in the general 
population, are handicapped by conditions which 
may limit their adaptive capacities in particular. 
The normal range of variance in learner character- 
istics requires greater sensitivity to functional 
differences in what they bring to the learning 
situation. Even more important, this approach 
must come to dominate the technology of 
assessment and educational intervention for 
handicapped learners. 


Educational Testing Service 
Teachers College 

Columbia University 

New York, New York 10027 


1773 MILLER, JAMES R. Description of a 
handicapped population: The _ British 
Columbia Health Surveillance Registry. In: 
Bergsma, D.; & Pulver, A. E., eds. 
Developmental Disabilities: Psychologic 
and Social Implications. (National Founda- 
tion-March of Dimes Birth Defects Original 
Article Series, Volume 12, Number 4.) 
New York, New York: Alan R, Liss, 1976, 
pp. 1-11. 


The British Columbia Health Surveillance Registry 
appears to be a useful tool for achieving a proper 
understanding of the number and nature of 
handicapped individuals, but it has not been 
completely successful after 20 years of operation. 
From the onset, the Registry has used multiple 
sources of ascertainment. Registry data have been 
used to construct a profile of a disability load in 
the child and adult populations, to establish 
incidence and prevalence statistics, and _ to 
encourage follow-up studies. The problems associ- 
ated with the day-to-day management of such a 
system generally involve the methods by which 
reliable information flows continuously into the 
system and important, useful data flow out to 
those whose cooperation is essential to the success 
of the system. In addition, there has been a failure 
to obtain adequate registration on mental illnesses. 
Data on the registry have not been utilized 
effectively by those who should use them for 
proper health planning. Optimally, each health 











area must develop its own methods for evaluating 
the number and needs of the handicapped within 
its jurisdiction. (7 refs.) 


Department of Medical Genetics 
University of British Columbia 
Vancouver, British Columbia V6T 1W5 
Canada 


1774 BERGSMA, DANIEL; & PULVER, ANN 
E., eds. Developmental Disabilities: 
Psychologic and Social Implications. Con- 
ference sponsored by The Johns Hopkins 
Medical Institutions School of Hygiene and 
Public Health held at Baltimore, Maryland, 
March 1-2, 1976. (National Foundation- 
March of Dimes Birth Defects Original 
Article Series, Volume 12, Number 4.) 
New York New York: Alan R. Liss, 1976, 
188 pp. (Price unknown.) 


Papers are presented on the medical and social 
aspects of developmental disabilities. The chal- 
lenge to psychosocial adaptation constituted by 
preadult disability is discussed, and the special 
needs of the developmentally disabled child within 
the school setting are outlined. Adolescence is 
considered as a particularly stressful period of life. 
The needs of the family and the reaction of 
Society to the integration of handicapped 
individuals are also treated. 

CONTENT: Part 1: Medical aspects; Part 2; Pre- 
adult disability; a challenge to psychosocial adapta- 
tion; Part 3: Individual and Family needs; Part 4 
Societal Reaction: the Handicapped Integrated 
into Society. 


1775 BERGSMA, DANIEL, ed. New Chromo- 
somal and Malformation Syndromes. 
(Birth Defects: Original Article Series, 
Volume 11, Number 5.) White Plains, New 
York: The National Foundation, 1975, 
361 pp. (Price unknown.) 


The case reports and discussions of new 
malformation and chromosomal syndromes that 
were presented at the 1974 Birth Defects 
Conference, held at Newport Beach, California, 
under the sponsorship of the Harbor General 
Hospital Campus of the UCLA School of Medicine 
and The National Foundation-March of Dimes are 
provided. Selected abstracts of additional case 
reports are appended. 


CONTENTS: Malformation Syndromes; Chromo- 
somal Syndromes. 
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1776 WIESNER, JAIME. Mental deficiency, not 
mental retardation. Developmental Medi- 
cine and Child Neurology, 17(5):681, 
1975. (Letter) 


Scientifically speaking, the terms mental defici- 
ency and mental retardation are not interchange- 
able. Mental retardation implies a prognosis, as in 
the case of a child with a localized lesion, 
temporarily isolating him from his normal 
environment and_ resulting in a temporary 
retardation of mental abilities. On the other hand, 
mental deficiency refers to permanently impaired 
mental ability and does not imply a prognosis. (1 
ref.) 


University of Bogota 
Bogota, Colombia 


1777 FORREST, A. D. Psychological medicine: 
mental handicap and syndromes of brain 
damage in children. British Medical Jour- 
nal, 2(5962):71-73, 1975. 


Since mental handicap is not a single syndrome, an 
overly simplistic approach to it may prevent 
utilization of the appropriate services for a 
particular child. Subcultural handicap, the most 
common syndrome in mental handicap, is a 
condition of mild handicap in which poor genetic 
endowment is compounded with social and 
educational disadvantages, The pathological group 
of mental handicap includes genetic unifactorial 
disorders, chromosomal disorders, spastic syn- 
dromes, brain damage from trauma or encephalitis 
with resulting epilepsy and mental handicap, and 
autism and childhood psychoses, the latter 2 
conditions possibly presenting as hyperkinetic 
problems, Apart from dietary treatment for 
children with phenylketonuria and anticonvulsant 
medication for children with epilepsy, there is very 
little specific medical treatment for severely 
handicapped children, Rather, treatment for these 
patients embraces such areas as education, day 
care, and speech therapy, as well as services 
designed to help the family. 


Gogarburn Hospital 
Edinburgh EH12 9B}, Scotland 
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1778 Genetics and mental retardation. British 
Medical Journal, 2(5962):55-56, 1975. 
(Editorial) 


In addition to several rare X-linked forms of MR 
that are recognizable by specific physical features 
(the Hunter, Borjeson, Menkes, Norrie, and Lowe 
syndromes), individual families have been reported 
with an obviously X-linked pattern of patients 
affected by moderately severe MR but with no 
specific features. Recent evidence indicates that 
this nonspecific X-linked form of MR is relatively 
common, Among the families described by 





Davison in 1973, in 8 of the families with only 
male patients there was evidence beyond the 
sibship of the index patient of X-linked inheri- 
tance. In a study conducted by Turner and Turner 
in 1974, among all schoolchildren in Sydney, 
Australia, with moderate MR born in 1955-64, 58 
male patients had an affected brother as compared 
with only 22 female patients with an affected 
sister, The Turners suggested that almost all the 
excess of male sib-pairs was attributable to the 
X-linked form of MR, and they estimated on this 
basis that this condition, or group of conditions, is 
responsible for one-fifth of all MR in males in the 
30-55 1Q range. (7 refs.) 
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MEDICAL ASPECTS — Diagnosis (General) 


1779 FLETCHER, JOHN. Moral and ethical 
problems of pre-natal diagnosis. C/inica/ 
Genetics, 8(4):251-257, 1975. 


The widespread use of prenatal diagnosis to detect 
genetic disease involves many moral and ethical 
problems, Parents considering abortion of their 
own fetus are caught between 2 avenues of action, 
and they experience great moral suffering. From 
one viewpoint in ethics, a parent should not 
consider abortion unless there is also a willingness 
to extend the same action to an infant born with 
the same problem. From another viewpoint, we 
should approach the decision with the features of 
the particular situation in mind and not be 
strongly concerned to find grounds upon which 
the actions could be universalized. Another, 
holistic approach includes attention both to 
principles and consequences. Holism resists the 
absolutizing of any particular value (such as the 
life of the fetus or the desires of the mother) to 
the exclusion of other values in tension or conflict 
with the particular value in question, In this view, 
society is seen as an irreducible whole, in which 
decisions that affect one realm inevitably affect all 
realms, At present, the debate in ethics is polarized 
between a view which tends to equate genetically 
indicated abortion with infanticide and a view 
which tends towards approving the morality of 
abortion and selective euthanasia of the defective 
newborn. (7 refs.) 


Interfaith Metropolitan 
Theological Education, Inc. 
1419 V Street, N.W. 
Washington, D.C, 20009 


1780 SILVERSTEIN, ALLEN, Persistence of 
intraventricular air after pneumoencepha- 
lography: its failure to distinguish between 
cerebral atrophy and normal pressure 
hydrocephalus. 7ransactions of the Ameri- 
can Neurological Association, 
100:241-243, 1975, 


Eight patients with the usual clinical and 
pneumoencephalographic features of normal pres- 
sure hydrocephalus (NPH) and 3 with cerebral 
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atrophy were studied, Six of the 8 NPH patients 
had confirmatory findings on cisternography, 
including a “ventricular pattern” with persistence 
of the ventricular flow of radioactivity for as long 
as 72 hours. All patients had follow-up brow-up 
and brow-down skull roentgenograms in the lateral 
and antero-posterior projections for 14 days after 
pneumoencephalography was performed, Compari- 
son of films obtained at 24 hours, 4 days, 8 days, 
and 10 days indicated no significant progression of 
neurologic deficit in any patient during the period 
of observation, and definite progressive ventricular 
enlargement was not noted in any patient. 
Significant amounts of air, in decreasing quanti- 
ties, persisted in the ventricles of all NPH patients 
and all those with cerebral atrophy for at least 10 
days after pneumoencephalography. Subarachnoid 
air also persisted equally long in all patients. 


1781 JONES, MARY B. Antepartum assessment 
in high-risk pregnancy. Journal of Obstet- 
ric, Gynecologic and Neonatal Nursing, 


4(6):23-27, 1975. 


The many new techniques available either within 
the community or at a regional center for the 
assessment of the high-risk pregnant patient and 
the fetus are described. These techniques are: (1) 
amniocentesis, (2) Rh _ isoimmunization, (3) 
lecithin/sphingomyelin ratio, (4) clinical ultraso- 
nography, (5) measurement of estriol excretion of 
the pregnant mother over a 24-hour period, and 
(6) oxytocin challenge test. Chromosomal abnor- 
malities, inborn errors of metabolism involving 
abnormal or missing enzymes, and X-linked or 
sex-linked defects are 3 major developmental 
disorders that can be identified using these 
techniques. Nursing care personnel, particularly in 
health care systems that must be responsive to the 
needs of a low socioeconomic patient population, 
must encourage early prenatal care for those 
patients who need it most and direct them to the 
hospital or regional center that has the needed 
resources and equipment. (12 refs.) 


10211 Severn Road 
San Antonio, Texas 78217 
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1782 NIELSEN, JOHANNES, Chromosome 
examination of newborn children: purpose 
and ethical aspects. Humangenetik (Human 
Genetics), 26:215-222, 1975. 


The purposes for making chromosome investiga- 
tions of newborn children and the ethical 
problems presented by such studies are discussed. 
The reasons for chromosome studies include to 
procure reliable incidence figures for major and 
minor chromosome aberrations found among 
liveborn children; to study rates of balanced and 
unbalanced chromosome abnormalities in families 
of unselected probands to secure reliable risk 
figures for various structural chromosome abnor- 
malities; to examine for possible teratogenic 
factors contributing to the origin of the 
chromosome aberration; to establish the feasibility 
of follow-up studies on children with major and 
minor chromosome abnormalities; and to provide 
the possibility of offering available preventive 
treatment as early as possible. Several major 
ethical problems bearing upon the seeking of 
parents’ permission for chromosome study of their 
newborn child and informing them of the result 
are explored. Asking the parents for prior 
permission might create needless worries for them. 
The family physician should be consulted before 
deciding whether to tell the parents about a 
chromosome aberration found in their newborn 
child. The ethical problems concerning advice for 
abortion that would be created by generalized 
prenatal chromosome examinations are also 
discussed. (9 refs.) 


Cytogenetic Laboratory 
Arhus State Hospital 
Risskov, Denmark 


1783 SMITH, DAVID W.; & SIMONS, 
ESTELLE, Rational diagnostic evaluation 
of the child with mental deficiency. 
American Journal of Diseases of Children, 
129(11):1285-1290, 1975. 


There are at least several hundred recognized 
disorders in which mental deficiency is a feature, 
although the primary diagnosis is often unknown, 
A specific overall diagnosis may be of considerable 
value in delineating the prognosis and care of the 
patient and in providing genetic counseling for his 
parents, The evaluation of a mentally deficient 
child should be individualized, based on findings 
from an appropriate history and physical examina- 








tion. On the basis of these findings, the patient 
may be assigned to one of 4 subcategories, as 


determined by clinical indications and the 
patient’s age at onset of the problem. These 
categories are: 1) prenatal problem of morpho- 
genesis; 2) perinatal insult to brain; 3) postnatal 
onset of brain dysfunction, and 4) undecided age 
at onset. A retrospective study of the diagnostic 
evaluations of 98 mentally deficient children was 
performed using this approach. Findings showed 
90 percent of the children were considered to have 
had “‘nonrational” laboratory tests; of these, none 
contributed to the elucidation of the basic 
diagnosis. Tests which were indicated by a specific 
historical or physical finding in addition to mental 
deficiency were valuable. (T3 refs.) 


Department of Pediatrics 

University of Washington Medicai School 
RR 234 Health Science RD-20 

Seattle, Washington 98195 


1784 OKAJIMA, M. Development of dermal 
ridges in the fetus. fournal of Medical 


Genetics, 12(3):243-250, 1975. 


A new technique is reported which permits 
inspection of the fetal dermal ridges on the dermal 
surface instead of the epidermal surface. The 
dermal surface was exposed by chemical treatment 
and stained with toluidine blue, Dermal ridges 
were observable by the metachromatic effect of 
the reagent, which might suggest a _ close 
relationship between morphological characteristics 
and quantitative variations of biochemical com- 
ponents in the connective tissue, Dermatoglyphic 
configurations were first recognized in fetuses in 
the fourteenth week. These configurations are 
displayed by stained primary dermal ridges on the 
dermis. This period is chronologically continued 
by the prior stage where volar pads regress, and is 
considered to be most important for pattern 
determination, Secondary dermal ridges were first 
recognized in the twentieth week, The differentia- 
tion of this trait proceeds during the sixth 
gestational month, when the ability of the dermal 
tissue to fix toluidine blue seems reduced. 
Differentiation of dermal papillae takes place from 
the seventh month, Sweat ducts, which are 
strongly stained with toluidine blue in the sixth 
gestational month, are weakly stained or not 
Stained at all in the preceding and succeeding 
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months. The general law in the developmental 
sequence of the ridges in different volar areas was 
confirmed. (17 refs.) 


Dermatoglyphics 

Department of Forensic Medicine 
Tokyo Medical and Dental University 
Bunkyo-ku, Tokyo, Japan 


1785 YOUNG, ELISABETH; WILLCOX, P,; 
WHITEFIELD, A, E.; & PATRICK, A, D. 
Variability of acid hydrolase activities in 
cultured skin fibroblasts and amniotic fluid 
cells. /fournal of Medical Genetics, 
12(3):224-229, 1975. 


The variability of acid hydrolase activities of 
cultured amniotic fluid cells and fibroblasts was 
studied in order to determine the ranges of 
enzymic activity obtained under particular culture 
conditions and to investigate means by which the 
wide ranges of activity found between different 
cultures might be reduced. The specific activities 
of lysosomal hydrolases in cultured skin fibro- 
blasts and amniotic fluid cells showed wide and 
unpredictable variations between cultures, which 
may lead to difficulty in differentiating normal, 
heterozygous, and homozygous cells. However, 
while the activities of individual enzymes varied 
widely between cultures, the degree of variation of 
activity for a given culture was similar for all 
enzymes assayed, so that a clearer differentiation 
of a relative deficiency of a given enzyme could be 
obtained by expressing its activity in ratio to that 
of another enzyme. Activity ratios rather than 
specific activities were particularly helpful in the 
evaluation of enzyme levels in amniotic fluid cells. 
Results of their application to tests of pregnancies 
at risk for metachromatic leukodystrophy, Krab- 
be’s leukodystrophy, GM1-gangliosidosis, and 
GM2-gangliosidosis (Sandhoff variant) are pre- 
sented, (27 refs.) 


Department of Chemical Pathology 
Institute of Child Health 
London, WC1N 1EH, England 


1786 FINNSTROM, ORVAR; KARLSSON, 
BORJE; & ZETTERLUND, BO, Studies on 
maturity in newborn infants, Alphafoeto- 
protein and albumin, Acta Pediatrica 
Scandinavica, 64(3):409-412, 1975. 
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Alpha-fetoprotein and albumin measurements as 
estimates of fetal maturity were compared with 
birth weight, examination of external character- 
istics, and neurological examination in a group of 
125 newborn infants, Results indicated that both 
alphaefetoprotein and albumin are of limited value 
in estimating fetal maturity; the correlation 
between alpha-fetoprotein values and gestational 
age was considerably lower than that between 
external characteristic and gestational ages. The 
researchers concluded that there is no chemical 
method available which is superior to the scoring 
of external characteristics in assessing newborn 
maturity. (T8 refs.) 


Department of Pediatrics 
University Hospitals of 

Linkoping and Umea 
Sweden 


1787 DAVID, HEDDWYN; WEAVER, JUDITH 
B.; & PEARSON, JAMES F, Doppler 
ultrasound and fetal activity. British 
Medical Journal, 2(5962):62-64, 1975, 


The possibility that Doppler ultrasound, as used in 
routine fetal monitoring by externai cardiotocog- 
raphy, causes an increase in fetal activity was 
investigated, Patients between 28 and 40 weeks of 
gestation participated in a 3-part study. In the first 
part, 15 patients were monitored, 8 with the 
Sonicaid FM2 and 7 with the Hewlett-Packard 
8025B. In the second part, sham studies were 
performed on another 6 patients. In the final part, 
a further 15 patients were studied for 3 successive 
15-minute periods. A mean increase in fetal 
activity of over 90 percent was found, as judged 
by the fetal movement count, This finding has not 
been reported previously, (5 refs.) 


University Department of 

Obstetrics and Gynaecology 
Welsh National School of Medicine 
Cardiff CF 4 4XN, Wales 


1788 Diagnostic technique gains precision. /our- 
nal of the American Medical Association, 
234(8):799, 805, 1975. 


Herbert Swick, M, D., a neurologist at the Medical 
College of Wisconsin in Milwaukee, has defined the 
normal ranges of skull transillumination of 
premature infants, a technique used to spot central 
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nervous system abnormalities in newborns. In a 
study of 95 premature infants, a standard light 
source (the Chun-Gun) was used under controlled 
conditions of coincident room _ illumination. 
Gestational age at delivery was 26 to 39 weeks, 
and transilluminations were performed at 30 to 42 
weeks, The technique was performed directly over 
the anterior fontanelle, the frontotemporal fossa, 
and the parietoccipital eminence. A concentric 


brighter zone near the light source and a wider, 
more diffuse zone, often with irregular radial 
pattern, were seen. The widest extent of light was 
marked with calipers and measured on a tape 
stretched over the infant’s head, and similar 
measurements were taken in a direction perpendi- 
cular to the first measurement. A _ progressive 


increase in transillumination with increasing 
gestational age was noted at each of the 3 sites, 


MEDICAL ASPECTS — Prevention and Etiology (General) 


1789 MILLINGTON, MARIE; GRAUSZ, JOHN 
P.; & COFFEY, MARGARET M., For 
high-risk infants and their parents: postna- 
tal discussion groups and well-baby clinics 
operate in storefront, /ournal of Obstetric, 
Gynecologic and Neonatal Nursing, 
4(1):42-46, 1975. 


A history is provided of the successful operation 
of postnatal discussion groups and well-baby 
Clinics initiated in May 1969 in a storefront for 
primarily lower income parents and their high-risk 
infants in Inner City-North in Milwaukee, 
Wisconsin, Participants in the weekly discussion 
group meetings were predominantly adolescent, 
primagravida, Black, unmarried, and mothers living 
in their parents’ home, Most of the parents and 
their babies were enrolled in the Medical 
Assistance Program, and the majority depended 
upon welfare. Recruitment for the weekly 
meetings began with visits to the hospitalized 
mothers by a community neighborhood aide and a 
nurse. Weekly discussion topics included care and 
feeding of babies, birth of a baby, and resolution 
of unresolved conflicts of the mothers which 
impeded their ability to mother their infants. 
Visiting nurses and hospital nurses received 
in-service education related to problems they were 
having in working with the babies and the families. 
The addition of a well-baby clinic to the program 
after 6 months proved popular and enabled 
systematic evaluation of the babies by medical 
personnel over a prolonged period of time and 
accumulation of much needed data. The program 
resulted in improved communication between 
parents and medical professionals as each group 
became acquainted in the more informal setting of 
a Storefront clinic, 


University of Wisconsin Extension 
Health Sciences Unit 

600 W. Kilbourn Avenue 
Milwaukee, Wisconsin 53203 


1790 Committee on Genetic Counseling of the 
American Society of Human Genetics. 
Genetic counseling, American Journal of 
Human Genetics, 27(2):240-242, 1975. 


In view of the broad range of problems for which 
genetic counseling is provided and the specialized 
tools which must be employed, it appears that 
comprehensive clinical genetic counseling services 
can be provided best by a team of trained 
individuals, A physician with clinical experience 
and specialized training in medical genetics, 
biomedical scientists with PhD degrees and other 
nonmedical degrees in human or medical genetics, 
medical social workers and public health nurses, 
genetic associates, and a psychiatrist or clinical 
psychologist should be members of the team. 
Specialized training or experience is vital. The 
need for appropriately trained nurses, social 
workers, and/or genetic associates within counsel- 
ing units will increase greatly with the provision of 
counseling services to larger segments of the 
population, Genetic counseling units require access 
to and consultation with physicians specializing in 
the various medical disciplines. Specialized labora- 
tory resources also are necessary. Quality control 
should be applied to the counseling process itself 
as well as to the laboratory and diagnostic 
components which back it up. 
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1791 ADINOLFI, ANNA; ADINOLFI, M,; & 
LESSOF, M, H, Alpha-feto-protein during 
development and in disease. fournal of 


Medical Genetics, 12(2):138-151, 1975. 


The alpha-fetoprotein (AFP) present in different 
species has similar physicochemical properties and 
often has common antigenic determinants, and its 
study has provided a useful model for the 
understanding of other phase-specific antigens and 
the activation of the genes controlling their 
synthesis. The level of AFP falls with increasing 
maturity in the human fetus. The more sensitive 
methods of detection have revealed that it persists 
in trace amounts throughout life and that its level 
increases in maternal blood during pregnancy. In 
recent years, anencephaly and spina bifida have 
been diagnosed successfully in utero on the basis 
of a raised AFP level in amniotic fluid. Elevated 
levels also have been found in the amniotic fluid or 
maternal serum in cases of spontaneous abortion. 
(170 refs.) 


Instituto Internazionale di Genetica 
e Biofisica 
CNR, Napoli, Italy 


1792 MEIER, JOHN H. Prevention/intervention 
procedures for developmental and learning 
disabilities in infants and toddlers. fn: 
Meier, J. H. Developmental and Learning 
Disabilities: Evaluation, Management, and 
Prevention in Children, Baltimore, Mary- 
land: University Park Press, 1976, Chapter 
5, pp. 149-200. 


Optimally, intervention efforts aimed at pre- 
venting developmental and learning disabilities 
(DLDs) should be instituted at birth, if not before. 
Early childhood intervention programs are based 
on considerable experience and theory from 
several interdisciplinary sources which act as firm 
footing for the more recent approaches, The 
neurologically high risk infant has attracted a great 
deal of attention during the past decade, one 
thrust of which has been to improve perinatal care 
by establishing intensive care units in the larger 
teaching hospitals and medical centers. Renewed 
interest is being focused on the impact of culture 
in the nurture and shaping of growth, environ- 
mental predictors of handicap, and the interaction 
between the family and the infant at risk. Several 
successful intervention procedures and model 
programs have been reported in the literature. A 
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suggested Infant Education System, as illustrated 
by a general procedural flow chart, is self-per- 
petuating if the infant responds according to 
expectations, If he does not, as is often the case 
with DLD children, further evaluation and 
modified intervention techniques must be designed 
and incorporated into the core curriculum for a 
given period. 


Office of Child Development 

Department of Health, Education, and 
Welfare 

Washington, D. CG 


1793 MEIER, JOHN H. Prevention/intervention 
procedures for developmental and learning 
disabilities in preschoolers. In: Meier, J. H: 
Developmental and Learning Disabilities: 
Evaluation, Management, and Prevention 
in Children, Baltimore, Maryland: Universi- 
ty Park Press, 1976, Chapter 7, pp. 
241-280. 


Although the pendulum has swung in the direction 
of disfavor toward preschool prevention and 
intervention programs for developmental and 
learning disability (DLD) children, the empirically 
substantiated positive impact of some programs is 
impressive, and the justification for refining others 
is strong, The relatively new technology of 
behavior modification and its underlying rationale 
have reached sufficient maturity to become 
self-critical, so that limitations and failures are 
reported as well as their successes. Medical /physi- 
cal modification techniques remain highly contro- 
versial, despite some reported effectiveness; in the 
area of hyperactivity, unification of medical, 
behavioral, and social science knowledge has 
proved beneficial, Numerous preschool programs 
or approaches to intervention with the DLD child 
exist. Prototype programs for aesystem for open 
learning (SOL) preschools, comprised of a large 
and varied repertoire of learning episodes offered 
in an environment which is open and responsive in 
meaningful ways to the individual, were estab- 
lished at least a decade ago. Since the inception of 
SOL, numerous variations have developed, with 
applications made to programs for normal and 
exceptional infants, children, and adults through- 
out the world, 


Office of Child Development 

Department of Health, Education, and 
Welfare 

Washington, D.G 
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1794 RESNIK, ROBERT. Determination of 
gestational age of the fetus, Southern 
Medical Journal, 68(12):1589-1591, 1975. 


The various methods developed after the advent of 
amniocentesis for determination of gestational age 
of the fetus are described. These are: documenta- 
tion of uterine size by pelvic examination 
performed early in pregnancy; radiologic examina- 
tion; ultrasound serial measurement of the fetal 
biparietal diameter; analysis of amniotic fluid 
constituents, including measurement of the level 
of creatinine in amniotic fluid, amniotic fluid 
osmolality, cytologic studies of amniotic fluid, and 
the presence or absence of amniotic fluid 
phospholipids as a reflection of the degree of fetal 
lung maturity; and a lecithin/sphingomyelin ratio 
of 2:1 or greater as an index of fetal pulmonary 
maturity. An uncertain menstrual history, a 
significant discrepancy between fetal size and 
gestational age, and fetal or maternal complica- 
tions that create a risk for continuation of 
pregnancy to term are all factors that would 
dictate accurate determination of gestational age 
based upon more than one of the above indicators, 
(28 refs.) 


University Hospital of San Diego 
County 

P.Q*Box 3548 

San Diego, California 92103 


1795 PIEPSZ, A.; BORMANS, J.; SEGERS, A,; 
NOTERMAN, J.; & DECOSTRE, P. Value 
of brain scanning in pediatric subdural 
collections. Acta Pediatrica Scandinavica, 
64(16):2-6, 1975. 


Brain scanning is a good tool in the diagnosis of 
subdural collections, although it should be 
combined with other diagnostic methods. Over a 
period of 3 years brain scintiscans were performed 
on 18 children with proven subdural collections. 
The scintiscans were performed with a Philips 
rectilinear scanner, equipped with Sinch sodium 
iodide thalium-activated crystal lead shielding and 
appropriate collimation. Post-traumatic and idio- 
pathic hematomas were detected in 40 percent of 
the cases and subdural effusions in 70 percent of 
the cases. In the 3 cases of empyema, no 
false-negative results were reported, Several false- 
negative images were recorded, most of them 
following purulent meningitis, without satisfactory 
explanation. The accuracy of the method did not 
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seem to be affected by the technique of 
scintigraphy used in the department, skull 
dimensions, age of hematomas, or presence of 
membranes, (25 refs.) 


Hopital Saint Pierre 
Rue Haute 320 
1000 Bruxelles 
Belgium 


1796 TUNNELL, RAGNAR, Method for deter- 
mination of pulmonary gas exchange in 
connection with birth. Acta Pediatrica 
Scandinavica, 64(1):49-56, 1975. 


Pulmonary gas exchange during the _ period 
immediately following birth was studied with the 
aid of an apparatus built on the ‘‘open”’ principle 
without respiratory values. Over 4 minute periods, 
diluted expired air was collected in bags and 
subsequently analyzed for the bag volume and gas 
composition. Calibration for oxygen was also 
performed by measurements of diluted expired air. 
In order to avoid rebreathing 5-71 of air/min 
passed through the face mask diluting expired air 
6-10 times. The volume of air collecting system 
between the face of the infant and the stopcocks 
of the bag was small (0.351) compared to the air 
flow of 6.41/min; thus the time lag for 
determination was negligible in relation to the gas 
collection periods of 4 min. The apparatus 
described is well suited to studies of oxygen 
consumption among the newborn. (29 refs.) 


Department of Pediatrics 
S-14186 Huddinge sjukhus 
Huddinge, Sweden 


1797 COOPER, JAY M.; SOFFRONOFF, 
ERNEST C,; & BOLOGNESE, RONALD 
J. Oxytocin challenge test in monitoring 
higherisk pregnancies, Obstetrics and 
Gynecology, 45(1):27-33, 1975. 


Eighty-nine pregnancies between 32 and 44 weeks’ 
gestation at risk for placental insufficiency were 
monitored with serial oxytocin challenge tests 
(OCTs) in conjunction with serial estriol determi- 











nations on 24-hour urine collections over a 
15-month period. fntraamniotic catheters were 
used to accurately record intrauterine pressure in 
63 percent of the tests, Only 3 of 13 patients with 
positive OCTs were allowed to labor and deliver 
vaginally, but the incidence of meconium staining 
at delivery was twice that of patients with negative 
tests (31 vs. 14 percent). The incidence of 
dysmature-postmature fetuses was more than 
tripled in patients having a positive test. In only 2 
cases did the positive OCT suggest fetal compro- 
mise when the estriol determination was normal. 
The difference between the 2 methods is negligible 
in predicting the birth of a dysmature-postmature 
infant. However, serial OCTs are particularly 
advantageous in pregnancies between 32 and 36 
weeks in which biochemical evidence of pulmo- 
nary maturity is shortly anticipated; low or falling 
urinary estriol patterns are especially difficult to 
interpret in such cases, Assuming pulmonary 
maturity, a good neonatal outcome can be 
expected if delivery quickly follows a positive test. 
(12 refs.) 


Phoenix Indian Health Hospital 
16th and Indian School Roads 
Phoenix, Arizona 85014 


1798 GUIBAUD, S.; BONNET, M.; FHOULON, 
J. M.; & DUMONT, M.; Alpha 1-antitrypsin 
in amniotic fluid, Odstetrics and Gynecolo- 
gy, 45(1):34-38, 1975. 


The continuous changes occurring in amniotic 
fluid alpha 1l-antitrypsin (a,-AT) values during 
gestation were investigated by radial immuno- 
diffusion of 317 samples obtained between weeks 
10 and 43 of gestation from normal and 
complicated pregnancies, Serial determinations 
revealed that values decreased with advancing 
pregnancy in normal patients but increased as 
pregnancy advanced in cases with severe Rh- 
alloimmunization and hydramnios. The value of 
a,-AT varied from 60.8mg/100ml for less than 30 
weeks gestation to 17.9mg/100 ml for more than 
40 weeks’. No decrease in values was noted in 5 
newborn infants with hyaline membrane disease. 
However, a relation between the onset and severity 
of idiopathic respiratory distress syndrome in 
newborns and decreased cord serum a@,-AT values 
has been demonstrated, For the time being, the 
discovery of a low value or the inability to detect 
Q,-AT in amniotic fluid by immunodiffusion 
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should be followed up by a cord serum assay 
control and a protease inhibitor phenotype 
determination. (T5 refs.) 


Laboratory of Biochemistry 
Hospital de la Croix-Rousse 
F 69317 Lyon Cedex A, France 


1799 QUILLIGAN, EDWARD J.; ‘& PAUL, 
RICHARD H. Fetal monitoring: is it worth 
it? Obstetrics and Gynecology, 
45(1):96-100, 1975. 


Available indirect evidence suggests that continu- 
ous fetal heart rate monitoring during labor can 
reduce perinatal mortality and morbidity by 50 
percent. Comparison of the cost for total 
monitoring of 3,000 deliveries per year with the 
potential savings due to prevention of half of the 
MR that would develop from the same group 
without monitoring yields striking results. By 
undertaking overall monitoring, 6 intrapartum 
deaths and the birth of 15 MR infants annually 
might be avoided, While a meaningful measure of 
preserving human productivity is impossible to 
assess in financial terms, the very existence of MR, 
brain damaged, or handicapped individuals re 
presents a national economic disaster. Institution- 
alized care cost is estimated at $7,000 per year, 
and, depending upon life expectancy, total costs 
range from $200,000 to $300,000 per individual. 
The expenditure of approximately $100,000 
yearly in improved maternal-fetal care should 
prevent great human tragedy and an anticipated 
long-term expenditure of almost $2 million. Total 
intrapartum monitoring would require a yearly 
expenditure of an estimated $100 million. By 
merely halving the incidence of handicapped 
individuals, an estimated $2 billion longterm 
expenditure would be prevented. (T4 refs.) 


Women’s Hospital 
1240 North Mission Road 
Los Angeles, California 90033 


1800 BAILEY, COLIN D, ‘H.; ‘NEWMAN, 
CYRIL; ELLINAS, SYMEON P,; ‘& 
ANDERSON, GERALD G, Use of prosta- 
glandin E, vaginal suppositories in intra- 
uterine fetal death and missed abortion, 
Obstetrics and Gynecology, 
45(1):110-113, 1975. 
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Twenty patients with either missed abortion or 
intrauterine fetal death were induced with 
prostaglandin E, vaginal suppositories. Seventeen 
patients had complete and uncomplicated deli- 
veries, The treatment-delivery interval ranged from 
2.5 to 20.6 hours. Two patients required removal 
of placental tissue by curettage under intravenous 
meperidine and Valium sedation. Estimated blood 
loss averaged from 200-300cc with the exception 
of 2 patients who had a blood loss of 500 and 
1000cc, respectively, and required replacement of 
whole blood, The onset of uterine contractions 
after insertion of the initial suppository ranged 
from 10 minutes to 5 hours. Side effects were 
generally mild and consisted primarily of nausea, 
vomiting, and some diarrhea, with occasional 
headaches, dizziness, and chills. Fhree patients 
exhibited episodes of transient hypertension and 
pyrexia. All patients except 3 were discharged 
within 24 to 48 hours. (5 refs.) 


Maternal Child Health Care Program 
Christiansted, St. Croix 
U.S. ‘Virgin Islands 


1801 IFFY, LESLIE, Abortion laws in Hungary. 
Obstetrics and Gynecology, 


45(1):115-116, 1975. (Letter) 


Effective January 1, 1974, the Hungarian govern- 
ment changed its liberal attitude towards abortion 
after 2 decades of “abortion on demand’”’ policy. 
Whereas the government had claimed that free 
abortions helped to ease the economic burden 
which large, unplanned families had imposed upon 
society, apparently conclusive evidence that 
artificially induced abortions predisposed to 
premature births in subsequent pregnancies and to 
a striking increase in physically and/or mentally 
handicapped babies convinced the government to 
repeal its abortion laws, The new regulations 
represent, in a sense, an unexpected victory for 
conservative emigrant groups which contended 
that liberal abortion was intended as a “‘genocide”’ 
in order to promote Russian expansion in Central 
Europe. Statistics from Eastern Europe on the 
sinister remote effects of therapeutic abortion had 
gone largely unmentioned by physicians in 
Yugoslavia, Czechoslovakia, and Hungary, perhaps 
because of the political implications, Rather than 
splitting on moral and religious lines, the medical 
profession must provide legislators and the public 
with objective and farsighted information on this 
probiem, (6 refs.) ° 
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Department of Obstetrics & 
Gynecology 

Episcopal Hospital 

Front Street and Lehigh Avenue 

Philadelphia, Pennsylvania 19125 


1802 OLSON, E. B., JR.; GRAVEN, S. N.; & 
ZACHMAN, R. D. Amniotic fluid lecithin 
to sphingomyelin ratio of 3.5 ‘and fetal 
pulmonary maturity. Pediatric Research, 
9(2):65-69, 1975, ° 


The amniotic fluid lecithin/sphingomyelin (L/S) 
ratio was used within 2 days of delivery to assess 
fetal lung competency in 118 pregnancies. The 
techniques involved in analysis of amniotic fluids 
were lipid extraction followed by thin layer 
chromatography and quantitation, No infant born 
with an L/S ratio greater than 3.5 had respiratory 
distress syndrome (RDS), and no infant born 
within 2 days of an L/S ratio less than 1.5 
survived, The L/S ratio ranges between 1.6 and 3.5 
represented a zone where the risk and severity of 
RDS seemed to vary inversely with the L/S ratio. 
An L/S ratio less than 3.5 was found to have the 
same prognostic value in infants born between 30 
and 34 weeks’ gestation as in those born between 
35 and 38 weeks. Under these conditions, the 
relation between the L/S ratio and RDS was 
independent of gestational age. The amniotic fluid 
L/S ratio appears to be a useful method for 
predicting the development of respiratory difficul- 
ty after birth, but misconceptions about the term 
have contributed to errors in performing and 
interpreting this test. The term should be 
understood to mean the ratio of absolute amount 
of lecithin to absolute amount of sphingomyelin, 
with the critical L/S ratio based on phospholipid 
concentration being 3.5. (26 refs.) 


Hartford Neonatal Research 
Laboratories 

St. Mary’s Hospital Medical Center 

720 South Brooks Street 

Madison, Wisconsin 53715 


1803 EPSTEIN, CHARLES J.; ‘ERICKSON, 
ROBERT P.; HALL, BRYAN D.,; ‘& 
GOLBUS, MITCHELL S, The center- 
satellite system for the wide-scale distribu- 
tion of genetic counseling services, A’meri- 
can fournal of Human _ Genetics, 
27(3):322-332, 1975. 
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Six-year$ experience with satellite genetic clinics 
has demonstrated that genetic counseling services 
of this type can and should be organized on a 
Statewide and nationwide basis. A series of 12 
satellite genetic clinics backed by the University of 
California at San Francisco and _ established 
throughout northern and central California has 
brought genetic counseling services to within a 
2-hour drive for most patients, County public 
health nurses generally provide assistance by 
collecting medical records from referring physi- 
cians and pedigrees from the family. Specimens for 
specialized biochemical studies are brought back 
to the center, but other determinations are 
obtained on a local basis whenever possible. 
Physician time and cost of services per patient are 
quite similar in both the central and satellite 
Clinics, but the socioeconomic spectrum of 
patients is much broader at the satellite clinics. 
Approximately 60-70 comprehensive counseling 
centers, each with up to 15 satellites, could 
probably provide adequately for the foreseeable 
omy counseling needs of the United States. (8 
refs. 


Department of Pediatrics 
University of California 
San Francisco, California 94143 


1804 Risks of amniocentesis. British Medical 
Journal, 4(5995):485-486, 1975. (Editori- 
al) 


While analysis of amniotic fluid provides valuable 
information in some circumstances, there is 
sufficient cause for concern over its safety to limit 
its usefulness, In early pregnancy, the fetus is well 
protected by the surrounding amniotic fluid; 
however, the placenta is relatively large and is 
more susceptible to injury than in late pregnancy. 
To protect the fetus in late pregnancy, amniotic 
fluid is usually sought in the pools between the 
fetal parts, which lie beneath the central or 
“periumbilical” areas of the anterior uterine wall. 
Unfortunately, the placenta is situated anteriorly 
more commonly than elsewhere, Of 39 periumbili- 
cal amniocenteses done between 22 and 40 weeks 
gestation and observed but not guided by 
ultrasonography, the placenta was punctured in at 
least 18. ‘Two fetal deaths resulted from 
exsanguination as a direct result of periumbilical 
amniocenteses done in 552 cases, The prior 
localization of the placenta by ultrasound may 
prove to be unnecessary, but it is important to 
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know the actual risk of rhesus sensitization and to 
obtain more extensive experience with suprapubic 
amniocentesis in late pregnancy. (8 refs.) 


1805 STUDD, JOHN; CLEGG, D. R.; SAN- 
DERS, R. R.; & HUGHES, ANTHONY O. 
Identification of high risk labours by 
labour nomogram., British Medical Journal, 
2(5970):545-547, 1975, 


The labor stencil representing the expected 
cervimetric progress of normal labor was used in 
741 consecutive spontaneous labors to identify 
high-risk labors which required oxytocic stimula- 
tion, Altogether, 159 patients had augmentation 
of labor by oxytocics, oxytocin being used in 117 
and prostaglandin E, in 42, Although 156 
primigravid labors and 70 multigravid labors 
crossed the nomogram, only 125 (36 percent) and 
50 (13 percent), respectively, crossed 2 hours over 
the line to a point where the protocol indicated 
the need for stimulation. Stimulation of uterine 
contractions resulted in shorter labors, fewer 
instrumental deliveries and cesarean sections, and 
babies with higher Apgar scores than in the 
dysfunctional labors which were not stimulated, 
The recognition of high-risk labor was aided by the 
routine use of the labor stencil for both 
primigravid and multigravid labors, Careful selec- 
tion of patients should take place to prevent the 
abuse and discreditation of stimulation of labor. 
(14 refs.) 


King’s College Hospital 
London SES 9RS, England 


1806 FISHBURNE, JOHN 1.; EDELMAN, 
DAVID A.; HULKA, JAROSLAV F.; & 
MERCER, JACK P, Outpatient laparo- 
scopic sterilization with therapeutic abor- 
tion versus abortion alone. Obstetrics and 


Gynecology, 45(6):665-668, 1975. 


The records of 108 patients who underwent 
combined first trimester vacuum aspiration and 
laparoscopic sterilization procedures in an out- 
patient surgical program were analyzed and 
compared with those of 195 patients who 
underwent first trimester therapeutic abortion by 
vacuum aspiration in the same outpatient program. 
The mean operating time for the combined 
procedure was 30 minutes, Hospitalizaton was 
brief, the mean time being 5 hours 7 minutes, The 
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rates of total complications for abortion only (7.2 
percent) were not significantly different, and the 
addition of the sterilization procedure did not 
significantly increase the postprocedure hospital- 
ization, Overnight hospitalization was required for 
4.7 percent of patients undergoing the combined 
procedure and for 3.1 ‘percent of patients 
undergoing abortion alone. The combined ap- 
proach has been found to be a simple, economical, 
and safe solution to the problem of how to 
provide permanent contraception to the patient 
desiring first trimester abortion. (14 refs.) 


Department of Obstetrics & 
Gynecology 

University of North Carolina 

School of Medicine 

Chapel Hill, North Carolina 27514 


1807 FERRARA, ANGELO; INDRA, RAJAGO- 
PALAN; WEISS, ROBERT R.; & EVANS, 
MARK I, Fetal maturity, Obstetrics and 
Gynecology, 45(6):694, 1975, (Letters) 


Drs. Ferrara and Indra point out that the recent 
discussion of amniotic fluid surveys for creatinine 
and uric acid levels as indicators of gestational age 
proposed an ambiguous concept of a “plateau”’ of 
the data beyond 36 weeks’ gestation and/or 2500g 
weight, Drs, Weiss and Evans reply that the 
rationale for this concept was that multiple 
comparison tests used as the basis for constructing 
correlation graphs revealed no significant differ- 
ences among any of the data groupings beyond 36 
weeks’ or 2,500g, Thus, the best graphic 
representation of the data was achieved by. 
drawing separate regression lines. The combined 
use of uric acid and creatinine in amniotic fluid 
enhances the predictive value of fetal maturity, 
but none of the correspondents has noted a 
significant difference between the 2 tests. 


Department of Pediatrics 

New York University Medical Center 
550 First Avenue 

New York, New York 10016 


1808 BUSTER, JOHN E.; & ABRAHAM, GUY 
E. The applications of steroid hormone 
radioimmunoassays to clinical obstetrics, 
Obstetrics and Gynecology, 
46(4):489-499, 1975. 


Review of recent publications on the theoretical 
and established applications of steroid hormone 
radioimmunoassay procedures to clinical obstetric 
investigation indicates that these procedures have 
been and will continue to be a highly productive 
technology. In the initial stage of pregnancy, the 
corpus luteum constitutes the major source of 
circulating maternal sex steroids, After the seventh 
week, however, the placenta assumes an increasing- 
ly important quantitative role in the production 
and secretion of steroid hormones (the luteopla- 
cental shift), During the second and _ third 
trimesters, the profile of steroid hormone levels 
measured in the fetal and maternal circulations is 
the result of a series of complex interactions 
between the placental and the maternal and fetal 
compartments, Clinical studies of maternal serum 
steroid levels have focused on the C,, steroids 
progesterone, 17a-OH progestrone, and 16a-OH 
progesterone, the C,, steroid dehydroepiandro- 
sterone sulfate, and the C;g steroids estrone, 
estradiol, estriol, and estetrol. Radioimmunoassay 
techniques have been used to measure steroid 
hormone levels in term newborn cord serum 
derived from venous blood and arterial blood, in 
blood from the intervillous space, ovarian veins, 
maternal peripheral veins, and in amniotic fluid, 
(71 refs.) 


Department of Obstetrics & 
Gynecology 

UCLA School of Medicine 

Harbor General Hospital 

1000 W, Carson 

Torrance, California 90509 


1809 SHARMA, S, D.; HALE, R, W.; & SATO, 
N. E. Intramuscular (15S)-15-methyl pro- 
staglandin Fa for midtrimester and 
missed abortions, Obstetrics and Gynecolo- 
gy, 46(4):468-472, 1975. 


The efficacy of intramuscular (15S)-15-methy] 
prostaglandin F.a@ (15-me-PGF,a) as an abortifa- 
cient was evaluated in 40 patients admitted for 
elective midtrimester abortion and 6 for termina- 
tion of missed abortion with a history of 
amenorrhea of 20 to 28 weeks’ duration, All 46 
patients were successfully aborted using intra- 
muscular 15-me-PGF,a, The injection-abortion 
interval was significantly longer when the patients 
did not receive pretreatment intracervical lami- 
naria; 95 percent of the patients who had 
intracervical laminaria insertion aborted within 24 
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hours as compared to 30 percent in cases without 
laminaria insertion, All the patients who did not 
receive pretreatment with Lomotil and Compazine 
had marked gastrointestinal side effects; these 
were minimal and acceptable to the patients when 
pretreatment with an antiemetic and antidiarrheal 
agent was used. When loss of uterine activity was 
associated with early rupture of the membranes or 
failure of intraamniotic prostaglandin Fa to 
terminate a pregnancy, intramuscular 15-me- 
PGF,q@ was a very effective means of completing 
abortions. (8 refs.) 


Kapiolani Hospital 
1319 Punahou Street 
Honolulu, Hawaii 96814 


1810 TEJANI, NERGESH; MANN, LEON 1.; 
BHAKTHAVATHSALAN, AMRUTHA; & 
WEISS, ROBERT R. Correlation of fetal 
heart rate-uterine contraction patterns 
with fetal scalp blood pH, Obstetrics and 
Gynecology, 46(4):392-396, 1975. 


The significance of fetal heart rate-uterine 
contraction (FHR-UC) monitoring as a means of 
predicting the condition of the fetus during labor 
was evaluated by correlating 460 fetal pH 
determinations obtained from 216 patients with 
the analysis of the 20-minute FHR-UC record 
preceding the fetal scalp blood sample. Both 
quantitative and qualitative analyses of the 
FHR-UC record were performed. When _ the 
baseline FHR remained within the normal range 
and there were no periodic changes, or with 
periodic accelerations, early decelerations, and 
uncomplicated baseline bradycardia or tachycar- 
dia, there was less than a 10 percent chance that 
the fetus would have a pH £7,250, Twenty-three 
percent of all variable decelerations and 34 percent 
of all variable decelerations and 34 percent of all 
delayed deceleration patterns with a total surface 
area of 1-100 for the 20-minute period were 
associated with a pH 27,250, A total surface area 
greater than 100 was found associated with a pH 
£7,250 in 35 percent of variable patterns and in 47 
percent of delayed patterns, Although the value of 
FHR-UC monitoring is limited to the identifi- 
cation of the normal unstressed fetus or the fetus 
in severe distress, fetal scalp blood pH determi- 
nations remain a more objective evaluation of the 
condition of the fetus, (11 refs.) 
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Department of Obstetrics & 
Gynecology 

Nassau County Medical Center 

2201 Hempstead Turnpike 

East Meadow, New York 11554 


1811 HARRISON, ROBERT; CAMPBELL, 
STUART; & CRAFT, IAN, Risks of 
feto-maternal hemorrhage resulting from 


amniocentesis with and without ultrasound 


placental localization. ‘Obstetrics and 
Gynecology, 46(4):389-391, 1975. 
The effects of amniocenteses taken in mid- 


pregnancy and late pregnancy with and without 
placental localization performed by ultrasonic 
scanning were evaluated, The preliminary use of 
ultrasound to identify both the situation of the 
placenta and the pool of /iguor amnii almost 
entirely obviated the need for repeated attempts 
to obtain amniotic fluid, thus significantly 
reducing the chances of complication. The 
incidence of blood-stained aspirates of a macro- 
scopic or microscopic nature was reduced in those 
patients who had placental localization during the 
second trimester. No such reduction of incidence 
was apparent when amniocentesis was performed 
in late pregnancy, probably because aspiration in 
late pregnancy was performed beneath the inferior 
placental margin. There was a significant increase 
in the need for fetomaternal transfusions in the 
group of patients in which amniocenteses were 
performed “blind,” as compared with the group 
which had preliminary ultrasound examination. 
Amniocentesis should be performed immediately 
after ultrasound localization of the placenta and 
fetus, since a time lag of only a few minutes may 
be sufficient for the fetus to move into the 
amniocentesis site, thus increasing the risk of 
trauma or resulting in a dry tap. (8 refs.) 


Institute of Obstetrics & 
Gynaecology 

Queen Charlotte Hospital 

London, W6, England 


1812 RYAN, GEORGE M., JR. Toward im- 
proving the outcome of pregnancy: re 
commendations for the regional develop- 
ment of perinatal health services, Obstet- 
rics and Gynecology, 46(4):375-384, 
1975. 
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The Committee on Perinatal Health, consisting of 
representatives from the American Academy of 
Family Physicians, American Academy of Pedi- 
atrics, American College of Obstetricians and 
Gynecologists, and the American Medical Associ- 
ation, has proposed a set of guidelines for the 
development of regional systems of perinatal care. 
The approach is based upon the need for varying 
types of care, necessitating a variety of resources 
within a region. The objective is to devise a system 
which ensures that needed care of the best quality 
available can be made accessible to all and can be 
operated within the constraints of economic 
feasibility. The uncomplicated term pregnancy 
producing a mature, healthy newborn will require 
fewer resources (Level |) in order to ensure quality 
care than complicated cases, where resources must 
be available for a broad range of problems (Level 
Il). In addition, quality care for the exceedingly 
complex case or for the seriously ill newborn may 
demand special personnel, facilities, and services 
not required by other patients (Level III). 
Guidelines for consultation and referral vary 
according to the level of the system. (35 refs.) ° 


Boston Hospital for Women 
319 Longwood Avenue 
Boston, Massachusetts 02115 


1813 TURBEVILLE, DAVID F.; HEATH, 
RICHARD E., JR.; BOWEN, FRANK W., 
JR.; & KILLAM, ALLEN P, Complications 
of fetal scalp electrodes: a case report. 
American Journal of Obstetrics and Gyne- 
cology, 122(4):530°531, 1975. 


Fatal neonatal sepsis, possibly starting at the site 
where a spiral scalp electrode was attached to the 
fetal head to monitor the fetal heart rate, occurred 
in an infant born after a 34-week gestation to a 
patient whose pregnancy was complicated by 
severe pre-eclampsia. The area surrounding the 
part of the scalp traumatized by the electrode was 
markedly distended by gas formation. This 
traumatized area probably was the portal of entry 
for the fatal E. coli infection, since the same 
organism that was cultured from the blood also 
was cultured from the immediately surrounding 
scalp tissues. This is the first report implicating 
fetal scalp electrodes as the cause of a fatal 
complication. (6 refs.) 


Department of Obstetrics 
William Beaumont Army Medical Center 
El Paso, Texas 79920 


1814 HON, E. H.; ZANNINI, D.; & QUIL- 
LIGAN, E, J. The neonatal value of fetal 
monitoring. American Journal of Obstet- 
rics and Gynecology, 122(4):508-518; 
discussion, 518-519, 1975, 


A review of the literature evidences support for 
the concept that labor and delivery may be an 
asphyxiating process for the fetus. Thus, fetal and 
neonatal records may be of real clinical value in 
day-to-day patient management. A _ high risk 
Clinical scoring system has been used to identify a 
group of fetuses which will be more acidotic than 
a group with lower risk scores, While it is 
important to examine the correlations of fetal 
heart rate (FHR) patterns and the clinical 
condition of a group of patients, each fetus and 
newborn infant is an individual specific entity and 
must be considered as such. Ongoing preliminary 
studies indicate that good correlations can be 
established between the degree of neonatal heart 
rate (NHR) variability during the first few days of 
life and the development of respiratory distress 
syndrome, From an obstetric standpoint, the usual 
train of events observed during electronic moni- 
toring of the fetus is the development of ominous 
FHR patterns usually associated with excessive 
uterin activity and/or decreased maternal blood 
pressure. On rare occasions, a mother may be 
admitted to the labor and delivery room with a 
loss of FHR variability, which may persist into the 
neonatal period. The possibility of avoiding a 
smooth NHR by avoiding ominous FHR patterns 
during labor needs further examination. (45 refs.) 


Department of Obstetrics and 
Gynecology 

Los Angeles County University of 
Southern California 

Medical Center Women’s Hospital 

Los Angeles, California 90033 


1815 ROBINSON, JEAN; TENNES, KATHE- 
RINE; & ROBINSON, ARTHUR, Amnio- 
centesis: its impact on mothers and 
infants. A 1-year follow-up study. C/inical 
Genetics, 8(2):97-106, 1975. 


The effects of amniocentesis upon 22 infants and 
their mothers were examined in a 1-year follow-up 
study. At 1 year the mothers were invited to bring 
the babies in for testing on the Bayley Infant Scale 
of Mental and Motor Development. Scores for all 
22 infants were within the normal range on both 
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mental and motor scales of the Bayley Test. At the 
same time the mothers were interviewed in an 
attempt to analyze the emotional aspects of the 
amniocentesis experience. Those women who had 
already had a defective child exhibited more 
anxiety over the test and the possibility of 
abortion than other women tested, and they 
required more intensive and extended counseling, 
Women between the ages of 35 and 39 considered 
amniocentesis as an appropriate part of intelligent 
prenatal care, and expected a benign outcome, The 
issue of abortion seems to be important, even if 
manageable by most women, and a chance to 
discuss it may be significant. (12 refs.) 


*Department of Biophysics and Genetics 
University of Colorado Medical Center 
4200 East Ninth Avenue 

Denver, Colorado 80220 


1816 BOEHM, FRANK H, Prolonged end stage 
fetal heart rate deceleration. Obstetrics and 
Gynecology, 45(5):579-582, 1975. 


The etiology and management of prolonged end 
stage deceleration are discussed, Twelve patients 
out of approximately 2,000 cases of fetal monitor 
tracings were noted to display prolonged end stage 
deceleration while being internally monitored. All 
patients were fully dilated, and the vertex was at 
least at plus 2 station. All patients were delivered 
of newborn infants with 5-minute Apgar scores of 
8, 9, or 10, Fetal heart rate deceleration came 
suddenly and was recorded for 3 to 9 minutes with 
a fetal heart rate of 40-90 beats/min before the 
mother was quickly taken to the delivery room 
and delivered, These patients all delivered through 
the vagina without difficulties within 10 minutes. 
Five patients were monitored in the delivery room 
up to the time of delivery. Delivery room tracings 
revealed that in 1 patient the pattern returned to 
normai prior to delivery, while the other 4 patients 
continued to display prolonged end stage declera- 
tion, [ft is suggested that the fetal heart rate 
deceleration described was caused by head 
compression, that this prolonged end stage is no 
more than one episode of severe variable 
decelaration, and that the good neonatal Apgar 
scores may be attributed to the early delivery 
policy. (T ref.) 


Department of Obstetrics and 
Gynecology 

Vanderbilt University Hospital 

Nashville, Tennessee 37232 
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1817 LEVENTHAL, JOHN M.; BROWN, 
WALTER U.,; WEISS, JESS B.; & ALPER, 
MILTON H, A new method of fetal heart 
rate monitoring. Obstetrics and Gynecolo- 
gy, 45(5):494-500, 1975, 


A new method of continuous fetal heart rate 
monitoring is reported which employs as its basis 
the fetal electrocardiogram obtained from the 
surface of the maternal skin. Over a period of 
26 months, 582 patients in all stages of labor at 
the Lying-in Division of the Boston Hospital for 
Women were monitored using the maternal skin 
electrode method. A total of approximately 2,460 
hours of recording was analyzed. The advantages 
offered by the maternal skin electrode approach 
include accuracy, simplicity, and the ability to 
begin monitoring at any time after the 30th week 
of pregnancy. The method provides the same 
beat-to-beat accuracy as direct fetal electrocardiog- 
raphy, and the inaccuracies of the interval 
averaging and the disadvantages of invasive 
techniques are avoided, Therefore, in the antepar- 
tum period or in very early labor, accurate 
monitoring may be initiated without regard for the 
state of cervical dilation, descent of the presenting 
part, or the integrity of the amniotic sac. Useful 
fetal monitoring, from very early labor up to the 
time of delivery, was possible in 91 percent of 507 
a using maternal skin electrodes alone. (7 
refs, 


398 Brookline Avenue 
Boston, Massachusetts 02215 


1818 Developmental screening, ‘Lancet, 
1(7910):784-786, 1975. (Editorial) 


A mass screening program in England of all 
children under 4Y-years-old at 5 or 6 intervals 
starting at age 20 weeks suggested the importance 
of early detection of handicaps in preventive 
pediatrics, The program, which was carried out by 
a team of doctors and a health visitor, detected 90 
percent of all cases of handicap before the age of 
40 weeks. When examinations had been normal up 
to the age of 2, administrative considerations made 
it necessary to omit a scheduled evaluation at age 
3. Experience led to a decrease in the proportion 
of children found to be normal after 1 or 2 visits 
to the child development center to which they had 
been referred, in addition to a decrease in the 
referral of children with minor or transient 
problems. 
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1819 RAAFAT, MOSTAFA; BRAYTON, 
JAMES B.; APGAR, VIRGINIA; & BOR- 
GAONKAR, DIGAMBER S. A new ap- 
proach to prenatal diagnosis using tropho- 
blast cells in maternal blood. In: Bergsma, 
D., éd. New Chromosomal and Malformea- 
tion Syndromes, (Birth Defects: Original 
Article Series, Volume 11, Number 5.) 
White Plains, New York: The National 
Foundation, 1975, pp. 295-302. 


Studies were performed to evaluate a new 
approach to prenatal diagnosis, the use of 
trophoblast cells in maternal blood instead of 
amniotic cells, in experimental models. In the first 
experiment, human trophoblast cells were re- 
covered successfully from a_ trophoblast-blood 
suspension by slow cold sedimentation. In the 
second experiment, the recovered human tropho- 
blast cells were grown successfully in culture for 
several weeks, and satisfactory karyotypes were 
prepared from them. In the third experiment, 
attempts were made to recover the trophoblast 
cells from the inferior vena caval blood of 
pregnant monkeys but were not successful. The 
absence of trophoblast cells in catheter specimens 
was probably due to the lack of their shedding 
into the maternal circulation of the monkey. The 
trophoblast deportation phenomenon appeared to 
be specific to the human placenta. The approach 
proved to be simple, safe, and efficient and should 
be tried in pregnant women. (23 refs.) 


Division of Medical Genetics, 
Department of Medicine 

Johns Hopkins University School of 
Medicine 

Baltimore, Maryland 21205 


1820 BASKETT, T. F.; & SANDY, E. False 
negative oxytocin challenge tests. Ameri- 
can Journal of Obstetrics and Gynecology, 
123(1):106, 1975. (Letter) 


Dr. Freeman, in his article (Am. J. Obstet. 
Gynecol. 121:481, 1975), placed great reliance on 
the value of a negative oxytocin challenge test 
(OCT). From our experience with 205 patients, we 
would agree that a negative test is usually 
predictive of fetal well being in utero for a further 
week, There have been, however, 3 exceptions in 
this group of patients. In 2 of 3 cases, the fetus 
died approximately 12 hours before the weekly 
repeat OCT was scheduled, On the basis of our 


experience, we also agree with the finding that a 
negative OCT does not preclude the development 
of fetal distress in labor. 


Health Sciences Center 
Winnipeg, Manitoba, Canada 


1821 SHAPIRO, L. M.; SKINNER, L. G,; 
PHILLIPS, H. V.; & WHITFIELD, C, R. 
Racial variation in maternal serum-alpha- 
fetoprotein, Lancet, 2(7945):1142, 1975. 
(Letter) 


An apparent racial variation in maternal serum 
alpha-fetoprotein (AFP) values was found in a 
comparative study of these values in Asian and 
Caucasian women at 11 and 16 weeks from the 
last menstrual period. AFP levels as determined by 
radioimmunoassay showed a mean of 81.1 fug/I for 
9 Caucasians and a mean of 43.1 for 9 Asians at 11 
weeks (p<0.001) and mean values of 115.6 and 
69.1 ug/l, respectively, for 15 Caucasians and 15 
Asians at 16 weeks (p<0.001). The significantly 
lower values observed for Asian women suggest the 
need to confirm normal levels in various racial 
subgroups before their inclusion in the range of 
normal values. (T ref.) 


Clinical Research Laboratory 
Christie Hospital 
Manchester M20 9BX, England 


1822 MAAG, U, R.; & GOLD, R.J.M. A simple 
combinatorial method for calculating ge- 
netic risks. Clinical Genetics, 
7(5):361-367, 1975. 


Using a versatile algorithm consisting of a series of 
simple steps leading mechanically to the right 
answer, genetic counselors can calculate genetic 
risks in a wide variety of circumstances by means 
of arithmetic computation. The method can 
handle such information as gene frequency, 
mutation rate, mode of inheritance, penetrance, 
pedigree to which the consultand belongs, 
phenotype of the consultand and his relatives, and 
biochemical findings. In order for the algorithm to 
be applied, the pedigree must be connected, all 
sibs in the pedigree must have 2 parents, and all 
members in the pedigree with no sibs must have 
either no parents or 2 parents. When these rules 
are satisfied, the algorithm will always yield the 
correct result. When the pedigree which is being 
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considered does not fulfill these prerequisites, the 
necessary members can be inserted as dummies of 
unknown genotype. (6 refs.) 


Departement d’Informatique 
Universite de Montreal 

Case postale 6128 

Montreal 101, Quebec, Canada 


1823 SELLER, MARY J. Screening for neural- 
tube defects. Lancet, 2(7945):1141, 1975. 
(Letter) 


Dr. Leighton and his colleagues (Nov. 22, p. 1012) 
have presented a premature and misleading view of 
the usefulness of maternal-blood afetoprotein 
(AFP) measurement as a screening test for fetal 
neural tube defects, and especially for spina bifida. 
To implement a screening program for all 
pregnancies and the selective abortion of affected 
fetuses, the blood sample for assay should be 
taken before week 20 of pregnancy. Since blood 
AFP concentrations in women with affected 
fetuses often do not rise until about week 16, 
examination of the Leighton data for the 
15-to-20-week period of gestation is the most 
instructive, It is very misleading to base a 
detection rate figure (80 percent) for open spina 
bifidas upon small samples, The 96 percent success 
rate presented for detecting fetuses with neural 
tube defects is also falsely optimistic, since it is 
based upon 20 cases of anencephalus and only 6 of 
spina bifida. 


Paediatric Research Unit 

Prince Philip Research Laboratories 
Guy’s Hospital Medical School 
London SE1 9RT, England 


1824 LESCHOT, N. Jf.; & TREFFERS, P. E. 
Elevated amniotic-fluid alpha-fetoprotein 
without neural-tube defects. ‘Lancet, 
2(7945):1141, 1975. (Letter) 


Elevated levels of alpha,-fetoprotein (AFP) 
without fetal neural tube defects were reported in 
2 cases in the third trimester of pregnancy. 
Amniotic fluid samples taken from a 41-year-old 


ltl gravida, para Il, at 28 to 33 weeks’ gestation . 


revealed clear fluid with AFP levels ranging from 
22.5 to 30.1ug/ml, whereas normal values for this 
period are below 5 ug/ml. Fetography revealed no 
definite abnormalities; the fact that X-ray 
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examination the following day showed no contrast 
uptake by the fetus might have been due to the 
poor general condition of the fetus. The fetus died 
in utero at 33 weeks’ gestation and was delivered 
stillborn 1 week later. There was no neural tube 
defect. Amniotic fluid AFP was elevated (53.7 
ug/ml) at 36 weeks in the case of an 18-year-old | 
gravida, para O. Fetography revealed no definite 
abnormalities, but the result was suspect for a 
gastrointestinal “‘stop.” Aninfant born at 38 
week's gestation died 2 days postpartum, probably 
as a result of serious skin defects. No neural tube 
defect was found. Since the skin defects were 
complicated by duodenal atresia, it could not be 
demonstrated that skin defects alone (without a 
neural tube defect) can also produce raised 
amniotic fluid AFP levels. (4 refs.) 


University Department of Human 
Genetics 

Sarphatistraat 

Amsterdam, The Netherlands 


1825 FERNHOFF, P. M.; & OAKLEY, 
GODFREY P. Alpha-fetroprotein as predi- 
ctor of fetal neural-tube defects. Lancet, 
2(7930):368, 1975. (Letter) 


The measurement of amniotic-fluid alpha-fetopro- 
tein (AFP) has been shown to be an acceptable 
screening test for fetal neural tube defect (NTD). 
This test has been used most often in those 
pregnant women who are at a higher risk than the 
general population of carrying a fetus with a NTD. 
Moreover, increasing numbers of women, parti- 
cularly those over 35 years of age, are having 
amniocentesis performed. ‘In addition, mass 
screening of maternal serum AFP has been 
proposed so that pregnant women with elevated 
AFP can be offered amniocentesis, Persons 
engaged in reproductive and genetic counseling 
must be aware of the individual patient’s risk of 
carrying a fetus with an NTD, Counsellors must be 
knowledgeable regarding the best estimate of the 
sensitivity and specificity of amniotic fluid AFP as 
a screening test for a fetus with an NTD, (7 refs.) 


Center for Disease Control 
Atlanta, Georgia 








1826-1829 MEDICAL ASPECTS 













































1826 HIRSCH, HAROLD L. Legal guidelines for 
the performance of abortions. American 
Journal of Obstetrics and Gynecology, 
122(6):679-682, 1975. 


Since the original Supreme Court decision 
liberalizing abortion, 23 states have passed 39 laws 
establishing guidelines, Guidelines passed by states 
and other political subdivisions include ‘“con- 
science clauses” which give physicians and 
hospitals the right to refuse to perform abortions 
and rulings which make government welfare 
agencies pay for abortions for indigent patients. 
Some insurance plans have also included coverage 
for abortions. Key issues related to abortion which 
are still not resolved include the use of aborted 
fetuses for research. Significant opposition to 
liberalized abortions by “right to life” groups still 
exists, Scientific studies indicate that abortion 
does not seem to result in temporary or permanent 
harm to the mother; maternal infections and death 
related to abortion have been virtually eliminated; 
and infant morbidity and mortality have declined 
significantly since abortion laws have been 
liberalized. (38 refs.) 


2801 New Mexico Avenue 
Washington, D. C; 20007 


1827 HAYASHI, ROBERT H.; & FOX, MUR- 
RAY E. Unforeseen sudden intrapartum 
fetal death in a monitored labor. American 
Journal of Obstetrics and Gynecology, 


122(6):786-788, 1975. 


Although a monitored labor indicated no antece- 
dent classical changes in fetal heart rate (FHR) or 
its patterns (specifically, basal bradycardia or late 
declerations), a stillborn female was delivered 
vaginally 16 hours after the mother’s admission. A’ 
retrospective analysis of the monitored tracing 
indicate a short-term, beat-to-beat variation but no 
longer-term periodic variation, even during an 
episode of hypertonus and polysystole. An insult 
resulting in thick meconium in the amniotic fluid 
may have severely reduced the fetal cardiac 
adaptability. Fhe absence of an ominous FHR 
pattern is generally predictive of a good fetal 
outcome. (6 refs.) 


Department of Obstetrics and 
Gynecology 

University of Texas 

Health Science Center at San Antonio 

San Antonio, Texas 78284 
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1828 DYSON, DONALD; BLAKE, MARY; & 
*CASSADY, GEORGE, Amniotic fluid 
lecithin/sphingomyelin ratio in compli- 
cated pregnancies. American Journal of 
Obstetrics and Gynecology, 
122(6):772-782, 1975. 


The relation of maternal disease to amniotic fluid 
lecithin/sphingomyelin (L/S) ratios was studied in 
223 pregnancies, including gestations complicated 
by maternal diabetes (71), vascular disease (50), 
and fetal growth retardation (47). At 34 to 36 
weeks’ gestation, elevated L/S ratios were 
associated with maternal vascular disease. L/S 
ratios were also consistently higher in black 
patients and in female than in male fetuses. Failure 
of terminal rise or actual decline in L/S ratio was 
observed in 40 percent of the diabetic pregnancies. 
Declining levels in these patients were accome 
panied by increased perinatal morbidity and 
deaths. To evaluate the potential role of serial L/S 
changes as prenatal predictors of fetal compro- 
mise, further studies should be undertaken. (35 
refs.) 


*Department of Pediatrics 
University of Alabama 
University Station 
Birmingham, Alabama 36294 


1829 OLSON, E. B., JR.; HARTLINE, J. V.; 
SCHNEIDER, J. M.; & GRAVEN, S, N. 
The use of amniotic fluid bubble stability, 
L/S ratio, and creatinine concentration in 
the assessment of fetal maturity. American 
Journal of Obstetrics and Gynecology, 
122(6):755-760, 1975, 


Sequential use of various methods of assessing 
fetal maturity in prenatal management may help 
to minimize the risk of respiratory distress 
syndrome (RDS) of prematurity. Amniotic fluid 
analysis for lecithin/sphingomyelin (L/S), bubble 
stability, and creatinine are all correlated with 
fetal outcome, with the L/S ratio the most 
uniform predictor of maturity. A bubble stability 
test should be used first, If it foams noticeably at a 
distance at both 1:1 and 1:2 dilutions, fetal 
maturity is indicated. An L/S ratio should be 
undertaken if the bubble stability test is not 
foamy. Amniotic fluid creatinine levels rise with 
maturity but are associated with inaccuracies and 
unreliabilities which render this test unacceptable 
in cases of elective delivery, Where phospholipid 
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analysis is not available, assessment of creatinine 
concentrations may be useful in emergency 
situations, Amniotic fluid sampling is needed in all 
cases where clinical data leave a reasonable doubt 
of actual gestational age, as well as in cases of 
elective preterm delivery. (20 refs.) 


Wisconsin Perinatal Center 
202 S. Park Street 
Madison, Wisconsin 53715 


1830 *SACKS, DAVID A.; & **SPELLACY, W. 
N. Human placental lactogen measure- 
ments, American Journal of Obstetrics and 
Gynecology, 123(7):771, 1975. (Letters) 


Three points regarding the use of human placental 
lactogen (HPL) in the antepartum management of 
high-risk obstetric patients (Spellacy, Buhi and 
Birk, 1975) are clarified in response to Dr. Sacks’ 
inquiry. Spellacy’s response indicates: 1) manage- 
ment of patients whose HPL values indicated 
potential fetal distress involved bed-rest in an 
attempt to improve uterine blood flow; 2) 
perinatal mortality rates in 2 groups with normal 
HPL values were low and not different; and 3) 2 
fetal deaths in the treated group were stillbirths 
which occurred before the fetus was judged to be 
mature enough to be delivered, The third patient 
had abruptio placentae and presented in labor with 
a fetal death, (T ref.) 


*Department of ObstetricsGynecology 

Southern California Permanente 
Medical Group 

9400 East Rosecrans Avenue 

Bellflower, California 90706 


** University of Florida College 
of Medicine 
Gainesville, Florida 32610 


1831 BANG, JENS; NIELSEN, HENRIK; & 
*PHILIP, JOHN. Prenatal karyotyping of 
twins by ultrasonically guided amniocente- 
sis. American Journal of Obstetrics and 
Gynecology, 123(7):695-696, 1975. 


In 2 women referred for amniocentesis because of 
a higher than normal risk of having malformed 
children, ultrasound was successfully used to 
diagnose twins early in the second trimester of 
pregnancy. Injection of Congo red confirmed that 








the amniocentesis needle was not re-entering the 
same amniotic cavity at repeated puncture, 
Karyotyping in both patients yielded similar 
results: twins of different sexes with normal 
chromosome complements, Evaluation of chromo- 
some markers by means of quinacrine mustard 
Staining excluded mixture of maternal cells. In 
both cases the pregnancy proceeded without 
complications and resulted in delivery of normal 
newborn infants, Although ultrasound has advan- 
tages in determining multiple fetuses, the conse- 
quences of finding 1 normal and 1 abnormal fetus 
pose a problem. (5 refs.) 


* Rigshospitalet 
University of Copenhagen 
Copenhagen, Denmark 


1832 HOGUE, CAROL J. Low birth weight 
subsequent to induced abortion. American 
Journal of Obstetrics and Gynecology, 
123(7):675-681, 1975. 


To substantiate previous reports of an association 
between low birth weight and a history of induced 
abortion, interviews were held with 222 Yugoslavi- 
an women whose first pregnancies had been 
terminated by induced abortion and 726 controls 
who delivered following an initial pregnancy. All 
Ss were identified through clinic records and 
interviewed several years after the first preg- 
nancies. Studies of subsequent pregnancies indi- 
cated no significant differences between first 
pregnancy aborters and deliverers for conception 
rates, spontaneous abortions, or low-birth-weight 
rates. When other factors known to affect 
birthweight were considered, induced abortion did 
not seem to be an important predictor of risk. The 
validity of studies which depend on patient recall 
is suggested by the high proportion of women who 
denied having an abortion. Selective recall could 
explain the positive results found in various 
retrospective studies. (9 refs.) 


Department of Biostatistics 
School of Public Health 
University of North Carolina 
Chapel Hill, North Carolina 27514 


1833 RAIFORD, WILLIAM H. Helping the 
hopeless. Social and Rehabilitation Re- 
cord, 3(5):28-32, 1976. 
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The Juvenile Protective Association of Chicago, 
Illinois, launched a project in 1965 to demonstrate 
that families living under conditions of chronic 
deprivation could be reached and helped to reach a 
decent level of existence. The project encompassed 
60 adults and 162 children who were characterized 
by pervasive and chronic dysfunction in every area 
of their lives, fn all 35 families, income was 
irregular and inadequate and improperly managed, 
children did not have adequate food, clothing, and 
care, no consistent health care was received, all 
parents had serious marital problems, and, as 
minors, all parents had experienced extreme 
physical and emotional deprivation. The children 
were hyperactive and had difficulty in peer 
relationships. Preschool children were often several 
years behind the norm in development; some were 
without speech, some withdrawn, and others 
overly aggressive. Following a survey of the needs 
of the participants, 10 services ranging from health 
care and financial assistance to educational 
therapy and homemaker service were offered. Ina 
follow-up study 4 years after the project ended in 
1971, the 13 families that could be contacted were 
found to be maintaining family relations on a 
higher level without regression, consistent stability 
and improvement in household management were 
noted, and the children showed an absence of 
delinquency, generally good academic perfor- 
mance, and improved emotional status. 


Abbot, Connley and Finch 
Memphis, Tennessee 


1834 MOORES, H. M. Computing problems in 
genetic registers. fn: Emery, A.E.H.5 & 
Miller, J. R., ‘eds. Registers for the 
Detection and Prevention of Genetic 
Disease. Proceedings of a Workshop held in 
Albany, New York, October 13, 1975. 
Miami, Florida: Symposia Specialists, 
1976, p. 115-119; discussion, p. 120-121. 


The original version of RAPID (Register for the 
Ascertainment and Prevention of Inherited Dis 
ease), a genetic register system developed in 
Edinburgh, Scotland, to ascertain and prevent 
serious genetic disease within the population, has 
been running successfully for 4 years and will soon 
be replaced by a new version, FMP was the 
language chosen initially for RAPID because of its 
excellent diagnostics and efficient code. The 
design of the IMP version file format was dictated 
by the method of data collection, and a 


ee ee are 


preformatted data card requesting 4 categories of 
personal information was created. The retrieval 
language was kept simple, and a high degree of 
security was written into the system. A’ Fortran IV 
version of the system has now been written and is 
being tested, Its implementation should ensure 
that all future “exported” versions of RAPID will 
be consistent with the original, thus reducing the 
number of problems. (4 refs.) 


Edinburgh Regional Computing Center 
Edinburgh, Scotland 


1835 EMERY, ALAN E, H.; ‘& MILLER, 
JAMES R., eds, Registers for the Detection 
and Prevention of Genetic Disease. Pro- 
ceedings of a Workshop held in Albany, 
New York, October 13, 1975. Miami, 
Florida: Symposia Specialists, 1976, 124 
p. (Price unknown.) 


The various problems related to setting up a 
register system designed primarily for the detec- 
tion and prevention of genetic disease are 
considered, Some of these problems are specific to 
genetic register systems, while others are common 
to all computerized register systems. The features 
shared by all genetic register systems are 
emphasized. 


CONTENTS: Some Uses of Genetic Registers 
(Miller); Genetic Registers: Types, Goals, Methods 
and Limitations (Hook); MEGADATS: A Compu- 
ter System for Family Data Acquisition, Storage 
and Analysis (Merritt, Kang, Conneally, Gersting, 
& Rigo); RAPID: A Genetic Register System for 
the Ascertainment and Prevention of Inherited 
Disease (Emery); The Belgian National Genetic 
Register (Vlietinck & Van den Berghe); Problems 
in the Development of Chromosome Registers 
(Hecht); Record Linkage and Genetic Registers 
(Trimble); Content and Classification of Informa- 
tion in Genetic Registers (Vlietinck); Computing 
Problems in Genetic Registers (Moores). 


1836 MILLER, JAMES R, Some uses of genetic 
registers, In: Emery, A.E.H.; & Miller, J. 
R., eds. Registers for the Detection and 
Prevention of Genetic Disease. Proceedings 
of a Workshop held in Albany, New York, 
October 13, 1975. Miami, Florida: Sym 
posia Specialists, 1976, p. 1-7; discussion, 
p. 7. 
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Depending upon its extent and design, a genetic 
register may be useful in epidemiologic studies, in 
counseling, in education and research, and in the 
planning, evaluation, and cost estimation of health 
services. Whereas most disease registers are 
concerned with a single individual, the genetic 
register must be concerned invariably with other 
individuals related to the index case. All registers 
must deal with the question of guaranteeing the 
confidentiality of the records they maintain, The 
need to define goals and limits is particularly 
important in the case of a genetic register. The 
tendency to want to register everything should be 
avoided if the register is going to function at all, 
since a focal part of most genetic registers will 
involve follow-up procedures in order to contact 
patients or families, to monitor progress, and to 
determine the natural history of disease; Careful 
explanations based upon adequate advance group 
work are crucial if seemingly evident and 
well-intentioned goals are to be understood 
properly by patients, families, and medical 
personnel. (5 refs.) 


Department of Medical Genetics 
University of British Columbia 
Vancouver, B.C.; Canada 


1837 ACKERMAN, PAUL, JR. A_ national 
perspective on prevention in the year 
2001. In: Ohio, Mental Health and MR 
Department. Proceedings of the Seminar 
on Preventing MR and Developmental 
Disabilities, held Columbus, Ohio, May 
12-13, 1976. (Prevention and Education 
Section, Office of Education and Train- 
ing.) Columbus, Ohio, 1976, p. 1-12. 


Dramatic progress made in the 25 years since 1976 
has led to the emergence of a service-oriented 
country, a. 30-hour work week that benefits the 
handicapped, a 50-percent drop in the number of 
handicapped individuals, public education training 
for 93 percent of all MRs and developmentally 
disabled people (DDs), 1 or no siblings for 62 
percent of MRs and DDs under age 20, working 
mothers in 71 percent of families containing 
handicapped, and his own advocate for each MR 
or DD. All of these changes came about through 
an initial change of attitude that was translated 
into public thinking and public policy. About 
1980, the National Institutes of Health finally got 
legislation passed to establish their own Institute 
on the Prevention of Developmental Disabilities. 
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Social reforms were effected primarily through the 
growth of advocates, people who spoke articulate- 
ly for handicapped citizens. At present, 95 percent 
of all advocates work at their trade on a full-time 
basis. 


1838 Ohio. Mental Health and MR Department. 
Proceedings of the Seminar on Preventing 
Mental Retardation and Developmental 
Disabilities, held, Columbus, Ohio, May 
12-13, 1976. (Prevention and Education 
Section, Office of Education and Train- 
ing.) Columbus, Ohio, 1976, 58 p. 


A 2-day Seminar on Preventing MR and 
Developmental Disabilities is summarized. The 
contents include edited transcripts of keynote 
presentations and abstracts of workshops dealing 
with preventive strategies for parents, genetic 
preventive strategies, nutrition preventive strate- 
gies, early screening and intervention preventive 
strategies, community and environmental preven- 
tive strategies, and legislative preventive strategies. 
CONTENTS: A National Perspective on Preven- 
tion in the Year 2001 (Ackerman, Jr.); *Ohio 
Prevention Strategies (Eaton); The Lost Continent 
of Prevention (Calvert); A Preventive Peer Support 
Program: Parents Helping Parents (Horstmeier & 
Landis); Parents as Partners in Prevention (Bard- 
well); Genetic Disorders, Genetic Screening and 
Genetic Counseling (Kontras); Preventing Nutri- 
tion Related Factors in Mental Retardation and 
Developmental Disabilities (Whittle); Preventing 
Nutrition Factors Related to Abnormal Mental 
and Physical Development (Calvert); Prevention by 
Early and Periodic Screening, Diagnosis and 
Treatment (Scott); An Early Childhood Interven- 
tion Center: A Working Prevention Program 
(Sausen & Erskin); Early Childhood Intervention 
Methods of Preventing Mental Retardation and 
Developmental Disabilities (Etheridge & Straus 
baugh); Intercepting Socio-Cultural Factors in 
Mental Retardation and Developmental Disabilities 
(Hankerson); Values in the Midst of Prevention 
(Kenney & George); A Comprehensive View of 
Lead Poisoning (Lubin); Legislative Prevention 
Strategies: A Panel Discussion (Kindred, O’Neill, 
Kopp, Rosenbaum, & Mays). 


1839 HOOK, ERNEST B. Genetic registers: 
types, goals, methods and limitations, In: 
Emery, A.E.H.5 ‘& Miller, J. R., ‘eds. 
Registers for the Detection and Prevention 
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of Genetic Disease, Proceedings of a 
Workshop held in Albany, New York, 
October 13, 1975. Miami, Florida: Syme 
posia Specialists, 1976, p. 9-28; discussion, 
p. 29. 


Registers, particularly those for genetic disorders, 
vary in aims, organization, and function, Registers 
are characterized by single or multiple centers and 
by individual-direct, social-direct, or social-indirect 
goals, Depending upon their relation to goals, 
registers deal only with anonymously reported 
instances or use an identifier, such as a social 
security number. The mandating of reporting 
essentially provides a sanction and protection of 
the register and those reporting to it, but other 
types of protection also are necessary. The 
accuracy and completeness of information in a 
register are likely to be related to costs, Data 
ascertainment, internal data processing, and data 
analysis and follow-up must be considered in an 
analysis of costs, Registers of genetic conditions 
with individual and social-direct goals would be 
used for ascertainment and follow-up of indivi- 
duals with genetic disorders, and _ especially 
individuals at (high) risk to manifest genetic 
disorders or to have affected offspring. For 
registers whose goals are social-indirect, emphasis 
on specific genetic disorders having well-character- 
ized raw data sources is the most feasible. (17 
refs.) 


Epidemiology and Human 
Ecology Section 

Birth Defects Institute 

New York State Department 
of Health 

Albany, New York 


1840 MERRITT, A. DONALD; KANG, KE 
WON; CONNEALLY, P. ‘MICHAEL; 
GERSTING, JOHN M.; & RIGO, 
THOMAS, MEGADATS: a computer sys 
tem for family data acquisition, storage 
and analysis. In: Emery, A,E.H.; & Miller, 
J. R., eds. Registers for the Detection and 
Prevention of Genetic Disease. Proceedings 
of a Workshop held in Albany, New York, 
October 13, 1975. Miami, Florida: Sym- 
posia Specialists, 1976, p. 31-49; discus 
sion, p. 49-51. 


MEGADATS (Medical Genetics Acquisition and 
Data Transmission System) is a data base 


management system developed by the Indiana 
Human Genetics Center to process information 
collected on more than 15,000 families seen 
during the past 12 years. The families are 
approximately equally divided between those seen 
for diagnostic evaluation and genetic counseling 
and those ascertained through research studies. 
Name, birth date, sex, age at death, marital status, 
parents, and marriage partners are the basic 
information collected on each individaul within 
the family. The medical genetics data are then 
entered and stored, The medical genetics data base 
is important for recognizing heterozygous carriers, 
for distinguishing sporadic from chance isolated 
cases, and for genetic linkage or association of 
disorders. Fhe ultimate goal, that of providing 
rapid answers to questions for family practitioners, 
is currently being evaluated, At present, it takes 
about a day to determine the presence or absence 
in the file of family members about whom an 
inquiry is being made. Nevertheless, the answers 
have been useful in specifying a probable risk 
factor, indicating an appropriate test, or excluding 
a presumed risk. (T5 refs.) 


Indiana University School 
of Medicine 
Indianapolis, Indiana 


1841 EMERY, A.E.H, RAPID: a genetic register 
system for the ascertainment and preven- 
tion of inherited disease. In: Emery, 
A.E.H.; & Miller, J. R., éds. Registers for 
the Detection and Prevention of Genetic 
Disease, Ptoceedings of a Workshop held in 
Albany, New York, October 13, 1975. 
Miami, Florida: Symposia Specialists, 
1976, p. 53-61; discussion, p. 61-63. 


A genetic register system has been developed in 
Edinburgh, Scotland, under the acronym RAPID 
(Register for the Ascertainment and Prevention of 
Inherited Disease), The system involves the 
ascertainment of individuals in the population who 
may be at risk of having offspring with a serious 
genetic disorder, determination of these risks, 
follow-up, and provision of genetic counselling and 
antenatal diagnosis, where applicable. Computeri- 
zation of the system facilitates storage, updating, 
and retrieval of family data, Several security 
checks have been incorporated into the system in 
order to maintain strict confidentiality of the 
information in the register. Experience over the 
last 5 years seems to indicate that a genetic register 
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system such as RAPID is a feasible and 
comparatively inexpensive way of ascertaining and 
preventing serious genetic disease within the 
community. Its ultimate success will depend upon 
its acceptability to the general public, the response 
of individuals to genetic counseling, and _ its 
organization on a nationwide basis. (20 refs.) 


Department of Human Genetics 
Western General Hospital 
University of Edinburgh 
Edinburgh, Scotland 


1842 VLIETINCK, ROBERT F.; & VAN DEN 
BERGHE, HERMAN. The Belgian Nation- 
al Genetic Register. In: Emery, A.E.H.; & 
Miller, J. R., ‘eds. Registers for the 
Detection 
Disease, Ptoceedings of a Workshop held in 
Albany, New York, October 13, 1975. 
Miami, Florida: Symposia Specialists, 
1976, p. 65-70; discussion, p. 70-71. 


A National Genetic Register has been set up by the 
Belgian High Council of Anthropogenetics to 
improve health service delivery, to elevate the level 
of planning for genetic disorders, and to facilitate 
research in epidemiology, etiology, and recurrence 
risks, The Register lists all patients seen at any of 
the 7 Centers of Human Genetics in Belgium. 
Emphasis is placed on collaboration through group 
discussions and fast retrieval and print-out services, 
with utmost precautions taken to ensure confi- 
dentiality and security. Fo increase efficiency, 
programs are being developed in the areas of 
epidemiology, genetics, and statistics. The avail- 
ability of highly qualified personnel also makes it 
possible to assist participating centers with their 
own data management at no charge and to write 
genetically oriented programs on other computers 
which they wish to use. To help correct for the 
biased ascertainment of the genetic patients, the 
Register cooperates actively with other registers 
concerned with malignant, congenital, and genetic 
diseases maintained by the Belgian health in- 
surance program. (T6 refs.) ° 


Division of Human Genetics 
Department of Human Biology 
National Genetic Register 
University of Leuven 

Leuven, Belgium 


and Prevention of Genetic 
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1843 HECHT, FREDERICK. Problems in the 
development of chromosome registers. In: 
Emery, A.E.H.; & Miller, J. R., eds. 
Registers for the Detection and Prevention 
of Genetic Disease. Proceedings of a 
Workshop held in Albany, New York, 
October 13, 1975. Miami, Florida: 
Symposia Specialists, 1976, p. 73-85; 
discussion, p. 85-86. 


In the registration of chromosome data, adequate 
attention must be paid to the problems of aims 
and goals, ascertainment methodology, simplicity 
of information, data storage, and laboratory and 
patient costs as well as to the tabulation of 
identifying and cytogenetic information. Current 
forms for coding data have space for laboratory 
identification, precise indication of ascertainment, 
pedigree, sibs and children, ethnic origin, hospital 
designation, family and individual numbers, name 
and birth date, 3 sequential possibilities for 
designating the phenotype of the individual, and 
comments and/or references. To ensure privacy, 
the names can be omitted or masked out, The 
second part of the format requires the date of 
study, number of cells karyotyped, chromosome 
counts, tissue studied, sex chromatin, banding 
pattern, quality standards, analysis of poly- 
morphisms, breakage and mosaicism, chromosome 
number, rearrangement and imbalance, and karyo- 
type. Polymorphic variants and banding tech- 
niques also can be indicated, (3 refs.) 


Crippled Children’s Division 

University of Oregon Health 
Science Center 

Portland, Oregon 


1844 TRIMBLE, BENJAMIN K. Record linkage 
and genetic registers. In: Emery, A.E.H.; & 
Miller, J. R., eds. Registers for the 
Detection and Prevention of Genetic 
Disease. Proceedings of a Workshop held in 
Albany, New York, October 13, 1975. 
Miami, Florida: Symposia Specialists, 
1976, p. 87-101; discussion, p, 101. 


The prevention of genetic disease involves the 
ascertainment of families at risk of having affected 
children, the provision of genetic counseling for 
high-risk families, and the provision of antenatal 
diagnosis with selective abortion, when possible. 
For a genetic register to have reasonably complete 
ascertainment of cases, all usable files of source 
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records have to be tapped. While ad hoc surveys 
alone might cause an underreporting of affected 
individuals by more than half, many of the 
remaining cases are both adequately identified and 
diagnosed in the routinely produced records of 
vital and ill-health events. A linked system of 
records from ongoing, voluntary surveys together 
with the already existing documentation about 
people should ensure more complete and more 
detailed ascertainment of affected individuals. 
With the available machine-readable files of vital 
and ill-health events integrated into individual and 
family histories, much needed follow-up data 
relating to genetic disease could be derived. Linked 
records may be the only means of obtaining 
adequate information about the lifetime impact of 
hereditary disorders, and linked family histories 
can also provide statistics on the clustering of cases 
of both the same and different diseases within 
family groups. (9 refs.) 


Department of Medical Genetics 
University of British Columbia 
Vancouver, B. C., Canada 


1845 VLIETINCK, ROBERT F. Content and 
classification of information in genetic 
registers. In: Emery, A.E.H.; & Miller, J. 
R., eds. Registers for the Detection and 
Prevention of Genetic Disease. Proceedings 
of a Workshop held in Albany, New York, 
October 13, 1975. Miami, Florida: 
Symposia Specialists, 1976, p. 103-114. 


Control of the content of genetic registers is 
needed to prevent an overly rigid structure, on the 
one hand, anu <wverloading with outdated terms 
and synonyms, on the other. Uniqueness of 
patient identification is the only way to avoid 
degrading a register to the role of a catalog. One 
way to control medical information within a 
register is to weight the symptoms in such a 
manner as to rank patients according to their 
informational content with respect to the retrieval 
profile. Syndromes contain more information than 
symptom complexes, and diseases have a higher 
informational content than syndromes. Precise use 
of internationally available exact chromosome 
nomenclature to designate chromosomes, 
chromosome arms, and regions and bands allows 
quantitative treatment of information in this field. 
The variability of the information in the terms can 
only be minimized by the use of strict definitions. 
One of the most reliable ways to evaluate a 


classification or register is to measure the user’s 
satisfaction, as reflected by the amount of 
retrieved objects he considers relevant. (4 refs.) 


Division of Human,Genetics 
Department of Human Biology 
National Genetic Register 
University of Leuven 

Leuven, Belgium 


1846 FINNSTROM, ORVAR; GOTHEFORS, 
LEIF; & ZETTERLUND, BO. Studies in 
maturity in newborn infants. Foetal 
haemoglobin. Acta Pediatrica Scandi- 
navica, 64(3):404-408, 1975. 


Estimation of the percentage of fetal hemoglobin 
in cord blood as a method for determining 
maturity of the newborn infant was compared 
with correlations between gestational age and birth 
weight, fetal hemoglobin divided by birth weight, 
external characteristics, and neurological tests. Ss 
were infants for whom reliable information about 
gestational age was available. Cord blood from 125 
infants was analyzed for the ratio of fetal 
hemoglobin to total hemoglobin, using an alkali 
denaturation method. The quotient percentage of 
fetal hemoglobin divided by birth weight corre- 
lated well with gestational age. Measurement of 
fetal hemoglobin, in comparison with other 
methods of determining maturity, proved to be 
accurate, less time consuming, and best suited for 
routine usage. (25 refs.) 


Departments of Pediatrics 
University Hospitals of Linkoping and Umea 
Sweden 


1847 BORGSTEDT, AGNETA D.; ROSEN, 
MORTIMER G.; CHIK, LAWRENCE; 
SOKOL, ROBERT J.; BACHELDER, 
LINDA; & LEO, PATRICIA, Fetal electro- 
encephalography. Relationship to neonatal 
and one-year developmental neurological 
examinations in high-risk infants. Ameri- 
can journal of Diseases of Children, 
129(1):35-38, 1975. 


To determine which fetal EEG (FEEG) findings 
have prognostic importance, FEEG patterns during 
labor were related to developmental findings in 96 
children during the neonatal period and the age of 
1 year. Sharp waves in the FEEG were 
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significantly related to neurological abnormalities 
at the age of 1 year. Neurological findings in the 
neonatal period at 1 year of age had a similar 
significant relationship. Sharp-wave activity in the 
FEEG was more frequently seen in the newborns 
who had abnormal neurological findings than in 
those who were neurologically normal, but this 
relationship did not reach significance. The 
neonatal neurological examination (based on 
procedures devised by Prechtl, Beinema and 
Schulte, et al.) had significant predictive value for 
neurological and developmental ability at the age 
of 1 year. Sharp-wave activity in the FEEG is an 
early indicator of later neurological and develop- 
mental functions when assessed in combination 
with neonatal neurological examination. (28 refs.) 


PO Box 7 
Henrietta, New York 14467 


1848 PAUL, RICHARD H.; SUIDAN, AIDA 
KHAZIN; YEH, SZE-YA; SCHIFRIN, 
BARRY S.; & HON, EDWARD H. Clinical 
fetal monitoring. Vil. The evaluation and 
significance of intrapartum baseline FHR 
variability. American Journal of Obstetrics 
and Gynecology, 123(2):206-210, 1975. 


A clinical method of visual fetal heart rate (FHR) 
variability evaluation was used with 194 patients 
during the period 1966-1968. The significance of 
FHR variability was assessed first in relation to 
fetal acidosis, associated with late deceleration 
patterns, FHR variability was then evaluated in 
167 cases with adequate data in the 20 minutes 
immediately preceding delivery as a predictor of 
neonatal outcome reflected by Apgar scoring, It 
was shown that the observation of decreased FHR 
variability in association with ominous FHR 
patterns can be predictive of an enhanced 
tendency towards acidosis, whereas the occurrence 
of ‘‘average” FHR variability provides a reassuring 
element. The presence of average or increased 
variability immediately prior to birth can be taken 
as a reassuring sign irrespective of the FHR pattern 
that is present. FHR variability was assessed in this 
method on the basis of data obtained with a direct 
fetal electrocardiogram signal and an instantaneous 
cardiotachometer. Other instrumentation may 
produce an FHR which is erroneously jittery or 
smooth. (7 refs.) 
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Department of Obstetrics and 
Gynecology 

Women’s Hospital 

1240 Mission Road 

Los Angeles, California 90033 


1849 MELLMAN, WILLIAM J. On the risk of 
fresh gene mutation in “older men.” 
Journal of Pediatrics, 86(1):165-166, 
1975, (Editorial) 


While Jones and colleagues have re-emphasized 
that paternal age plays a role in the epidemiology 
of a potentially large number of serious congenital 
disorders by the mechanism of single gene 
mutation, they offered no risk data for any of the 
listed paternal-age-influenced disorders. Women 
are constantly worried about congenital disorders 
due to chromosomal nondisjunction whose inci- 
dence is influenced unequivocally by maternal age, 
but at least they are also presented with risk data 
for these conditions at various maternal ages and 
are given access to a diagnostic procedure 
(amniocentesis) that provides the option of 
indulging in reproduction with the possibility of 
aborting a chromosomally abnormal fetus, The 
situation with regard to the conditions at risk in 
pregnancies produced by more “‘mature’’ fathers is 
less explicit. Knowledge of mutation rates at 
various paternal ages for the responsible genetic 
loci is poor. Moreover, there are no proven 
methods for diagnosis of paternal-age-influenced 
disorders prenatally. Jones and colleagues present 
information that may generate anxiety among 
older men, yet they refrain from delivering 
judgment as to how their data should be used by 
either the medical profession or the reproducing 
men of the world. (1 ref.) 


Department of Human Genetics 
University of Pennsylvania 
Philadelphia, Pennsylvania 19104 


1850 Virginia, Congress. Report of the Com- 
mittee to Study Preventable Causes of 
Mental Retardation. (House Document No, 
15), Richmond, 1976. 37 pp. 


Recommendations are presented based on a study 
of direct services to prevent MR. Specific 
recommendations deal with action on rubella, 
chromosome abnormalities, metabolic disorders, 
prenatal care, malnutrition, prematurity, Rh blood 
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disease, respiratory distress syndrome, neonatal 
narcotic addiction, venereal disease, lead poi- 
soning, child neglect and abuse, poison control, 
maternal diabetes, maternal age, early detection 
and intervention, health education programs, and 
public awareness. Existing facilities or programs 
and proposed changes are outlined in the areas of 
prevention and treatment of high-risk pregnancy 
and high-risk newborns; comprehensive screening, 
diagnosis, and treatment for infants and young 


children; nutrition education and nutrition supple- 
mentation for indigent mothers and children; 
multidisciplinary in-depth diagnostic evaluation 
and treatment including genetic study and 
consultation of suspected handicapping condi- 
tions; and prenatal diagnosis. Appendix A provides 
a sample estimate of the cost of representative 
current programs for MRs, Appendix B lists 
additional items for review and consideration as 
suggested by Associations of MR Citizens. (21 
refs,; 12-item bibliog.) 


MEDICAL ASPECTS - Etiologic Groupings 
Infections and intoxications 


1851 WIESENFELD, STEPHEN L.; & 
GAJDUSEK, D. CARLETON. Genetic 
studies in relation to kuru. VI. Evaluation 
of increased liability to kuru in Gc Ab-Ab 
individuals. American Journal of Human 
Genetics, 27(4):498-504, 1975. 


The validity of the recently reported association 
between the group-specific component aboriginal 
variant allele (GcA®) and kuru in the kuru region 
of the Eastern Highlands of New Guinea, which 
includes the 2 linguistic groups of the Fore and 
their immediate neighbors, was analyzed. The 
relative incidence and apparent risk of kuru were 
determined for different phenotypes, and associa- 
tions between other loci, primarily blood group 
P,, and kuru that are inconsistent between 
linguistic groups also were evaluated. Phenotypes 
with 1 or more GcAb genes have an increased 
incidence of the disease at the expense of Gc 1-1 
and Gc 2-2. Incidence ratios of kuru associated 
with various phenotypes examined over the 
linguistic groups studied indicate that only Gc 
Ab-Ab persons have a significantly greater chance 
of dying of kuru. The association x? for the 
incidence ratio for those phenotypes possessing 
only 1 GcAb gene is significant, but there is 
significant heterogeneity between the groups 
investigated. Those of the Gc Ab-Ab phenotype 
are 6 times as likely to contract kuru as the 
baseline group. Important criticisms can be made 
against assertions of increased liability of the Gc 
Ab-Ab phenotype to kuru, (14 refs.) 


Sacramento Medical Center 
University of California 
Davis, California 95817 


1852 CURTIS, JERRY L.; SWICORD, 
WYNETTE F. Plasma vitamin A levels~a 
diagnostic indicator of hepatitis in an 
institutionalized mentally retarded popula- 
tion. American Journal of Mental Defi- 
ciency, 81(1):12-17, 1976. 


The level of vitamin A can be a useful diagnostic 
indicator of liver damage from hepatitis in MRs 
who are hepatitis-associated antigen carriers, A 
formula for estimating a healthy individual’s 
vitamin A level was derived by examining the 
quantitative effects of such factors as sex, age, 
cause, and degree of MR by collecting blood 
samples from 992 residents of an MR center. Data 
for both carriers and noncarriers of the hepatitis- 
associated antigen were utilized, Hepatitis- 


associated antigen carriers averaged 79 percent of 


estimated vitamin A values of healthy individuals 
while noncarriers averaged 104 percent of the 
estimated values. Vitamin A levels and age were 
found to be linearly related by the equation 
A=(B+CD), where A is the vitamin A level, B is the 
sex dependent constant of 25.9 for males and 28.4 
for females, C is a sex dependent constant of 0.64 
for males and 0.77 for females, and D is age in 
years. Above age 20, D becomes a constant with a 
value of 20. If the observed vitamin A value is less 
than 79 percent of the value calculated from using 
the above equation, then liver damage should be 
suspected, (22 refs.) 


Central State Hospital 
Milledgeville, Georgia 31062 
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1853 CONNOLLY, J. H.; HUTCHINSON, W. 
M.; ALLEN, INGRID V.; LYTTLE, J. A.; 
SWALLOW, M. W.; DERMOTT, EVELYN; 
& THOMSON, DOROTHY. Carotid artery 
thrombosis, encephalitis, myelitis and 
optic neuritis associated with rubella virus 
infections. Brain, 98:583-594, 1975. 


Some unusual clinical, virological or pathological 
findings are described in five patients with 
neurological disease associated with rubella infec- 
tion which occurred during a non-epidemic year. 
Drawn from a population of one and a half million 
people, the patients were all young males between 
6 and 17 years, living in different geographic areas 
and having no known contact with each other. The 
neurological illnesses began 4 to 10 days after the 
onset of rubella, and all the patients had rubella 
specific IgM in their sera, Two of the patients had 
no rash, suggesting that many rubella cases are 
missed for lack of virological investigation, In one 
of the patients who died, the post-mortem 
revealed left internal carotid artery thrombosis and 
cerebral infarction. Rubella virus antigen and 
particles resembling rubella virus were found in the 
brain together with IgC and IgM in the same areas. 
Extensive liver necrosis was also evident in the 
same patient. The other patient recovered from 
severe meningomyelitis and radiculitis after two 
years. His serum rubella antibody rose significantly 
and leaked across the blood-brain barrier into the 
cerebro-spinal fluid during the acute stage of his 
illness. Of the 3 patients who had a rash, 2 had 
encephalitis, with one recovering completely and 
the other retaining a residual disability. Although 
the third patient recovered completely from 
bilateral optic neuritis, the presence of rubella 
specific IgM in his serum for 28 weeks may 
indicate persistence of rubella virus, (46 refs,) 


Department of Microbiology and 
Immunobiology 

Queen’s University of Belfast 

Belfast, Ireland 


1854 MORGAN, JEAN M. Chelation therapy in 
lead nephropathy. Southern Medical /our- 
nal, 68(8):1001-1006, 1975. 


The chelation therapy available for treatment of 
lead poisoning is reviewed, safe limits for use in 
renal failure are defined, and the results of 
treatment of 17 cases of lead nephropathy are 
presented. Three agents which have been used in 
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the treatment of lead poisoning include dimer- 
caprol (BAL), penicillamine, and edetate (EDTA) 
calcium disodium; the indications for and use of 
each agent are defined. EDTA, which may be 
administered intramuscularly, intravenously, or 
orally, has been the chelating agent of choice for 
the treatment of lead poisoning in recent years. It 
is recommended that lead nephropathy be 
recognized early and that treatment be energetic, 
as this may stabilize or improve renal function. 
Since EDTA is excreted much like creatinine, the 
dosage must be reduced proportionately in 
response to elevated serum creatinine levels in the 
patient with renal failure. (18 refs.) 


VA Hospital 
700 S. 19th Street 
Birmingham, Alabama 35233 


1855 *MILKOVICH, LUCILLE; VAN DEN 
BERG, BEA J.; **HARTZ, STUART C.; 
HEINONEN, OLLI P.; SHAPIRO, 
SAMUEL; SIDKIND, VICTOR; & SLONE, 
DENNIS. Teratogenicity analyzed. New 
England fournal of Medicine, 
293(6):307-308, 1975, (Letters) 


Milkovich and van den Berg assert that the failure 
of Hartz et al. to confirm their finding of a 
possible teratogenic effect of taking meprobamate 
and chlordiazepoxide in the first 42 days of 
pregnancy is due to fundamental differences 
between the populations, data collection, time 
period, and method of analysis. Hartz et al. 
respond that the difference between the two 
studies can be accounted for by chance, or by 
failure on the part of Milkovich and van den Berg 
to control potential confounding factors other 
than anxiety. Hartz et al. deem it improper not to 
evaluate the potentially confounding influence of 
such factors as low birth weight, short gestation, 
and hydramnios as these may be indications of 
conditions that could conceivably provoke use of 
tranquilizers and, independently, be related to 
congenital malformations. Also, the restriction of 
the study by Milkovich and van den Berg to 4 
groups, all with symptoms of anxiety, may not 
necessarily ensure adequate control for factors 
anteceding the condition. If a pregnant woman is 
anxious because she is hypertensive, diabetic, and 
already the mother of a child with a congenital 
defect, she is not comparable to another woman 
who is anxious because of heartburn. (7 refs.) 
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*School of Public Health 
University of California 
Berkeley, California 


**Boston University Medical Center 
Boston, Massachusetts 


1856 MARKS, ROBIN; & KOUTTS, JERRY. 
Topical treatment of recurrent herpes 
simplex with cytosine arabinoside. Medical 
Journal of Australia, 1(15):479-480, 1975. 


Topical treatment of herpes simplex of the face 
and genitals with cytosine arabinoside (cytarabine) 
was evaluated. In a double-blind controlled trial 
with 21 patients with herpes simplex lesions, 14 
patients showed a positive response to the 
treatment and 7 patients showed no response. 
When the code was broken to reveal the individual 
treatment given to patients, it showed that 7 
patients had a positive response to cytarabine and 
4 patients had no response to the drug. Similarly, 
7 patients had a positive response to the placebo, 
and 3 patients had no response. Thus, cytarabine 
was shown to have no effect on the course of 
superficial herpes simplex when compared with 
placebo. The high rate of placebo response (70 
percent) found in this trial makes the assessment 
of any drug treatment for herpes simplex 
particularly difficult. (7 refs.) 


Department of Medicine 

Monash University Medical School 
Alfred Hospital 

Prahran, Victoriia, Australia 


1857 WEISS, BERNARD; & DOHERTY, 
RICHARD A. Methylmercury poisoning. 
Teratology, 12(3):311-313, 1975. 


Methylmercury poisoning, which is most clearly 
evidenced by neurological and behavioral distur- 
bances, is discussed. Sensory malfunctions include 
paresthesias, astereognosis, and apparent constric- 
tion of the visual fields, and motor manifestations 
range from impairment of fine coordination to 
gross ataxia. Fetal and neonatal intoxication can 
impair behavioral development and produce severe 
brain damage. Toxic exposure usually occurs 
through consumption of bread prepared from 
methylmercury treated seed wheat or through 
consumption of fish from mercury contaminated 
waters. Methyimercury is known to pass freely 





from mother to fetus and both human and animal 
observations suggest that the developing fetal brain 
is the most sensitive organ. Breast-fed infants are 
also considered at risk if the mother has consumed 
methylmercury. Since satisfactory treatment 
methods have not yet been established, methyl- 
mercury should no longer be used as a fungicide, 
and industrial discharge of mercury into the 
environment should be halted. (3 refs.) 


Department of Radiation Biology 
and Biophysics 

University of Rochester Medical 
Center 

Rochester, New York 14642 


1858 TOBIN, J. O’H.; MACDONALD, HELEN; 
& BRAYSHAY, MURIEL. Cytomegalo- 
virus infection and exchange transfusion. 
British Medical Journal, 4(5993):404, 
1975. (Letter) 


The danger that babies who have acquired 
cytomegalovirus (CMV) infection from exchange 
transfusions might pass on this agent to their 
mothers is discussed. Studies in the special care 
baby unit of Withingon Hospital and its follow-up 
clinic for ‘‘at risk” babies revealed that 29 percent 
of the babies given exchange transfusion were 
excreting virus subsequently. Five mothers whose 
children were excreting CMV after their trans- 
fusions, and who had no detectable complement- 
fixing antibody to CMV, were followed during the 
period of their babies’ virus excretion. Four 
developed antibody to CMV, and 2 mothers with 
low levels of antibody showed more than four-fold 
rises in titer, indicating either primary infection or 
reinfection with CMV. None of the women 
became pregnant during the study period. Mothers 
of transfused infants should be tested for antibody 
to CMV and, if without antibody, should be 
advised to avoid pregnancy until the baby has been 
shown not to have been infected, or until it has 
stopped excreting CMV, a period which usually 
lasts from 12 to 14 months. (2 refs.) 


Public Health Laboratory 
Withington Hospital 
Manchester, England 
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1859 SMITH, C. C. Diseases of the central 
nervous system: meningitis and encepha- 
litis. British Medical Journal, 
4(5992):335-337, 1975. 


Common forms of meningitis and its treatment are 
discussed. Bacterial meningitis is comparatively 
uncommon, but it appears in the first month of 
life more frequently than at any other time, 
especially in premature infants and in those with 
spina bifida, often after surgery. Once the clinical 
diagnosis has been confirmed, antibacterial treat- 
ment should be started using intrathecal or 
intraventricular gentamicin in a dose of 1mg/day. 
Viral meningitis is common, and, with the 
exception of mumps, is due largely to the 
enteroviruses, particularly the echovirus and 
Coxsackie viruses. The diagnosis of meningo- 
encephalitis should be suspected from the clinical 
picture of fits, fever, personality change, and 
localized neurological signs. Systemic cortico- 
steroids, especially dexamethasone, should not be 
used in treatment. Herpes zoster encephalitis 
should be treated with cytarabine 3mg/kg on the 
first day, followed by 2mg/kg daily by bolus 
intravenous injections for 3 more days given with 
zoster immunoglobulin. Except in the seriously ill 
or semiconscious patient, 3mg/day oxytetracycline 
should be administered for 10-14 days in treating 
Qfever. Treatment of Toxoplasma gondii should 
be started with sulphadimidine 3g daily and 
pyrimethamine 50-100mg initially and 25mg daily, 
given together for 4 weeks. 


City Hospital 
Urquhart Road 
Aberdeen AB9 8AU, Scotland 


1860 JONES, KENNETH L.; & SMITH, DAVID 
W. The fetal alcohol syndrome. /era- 
tology, 12(1):1-10, 1975. 


The fetal alcohol syndrome, which reflects a 
pattern of altered growth and morphogenesis, is 
discussed, and 2 case studies are reported, 
including pertinent data relative to the maternal 
history of alcoholism, early neonatal course, and 
subsequent performance. A study conducted by 
the National Institute of Neurological Disease and 
Stroke is reviewed, in which 2 nonalcoholic 
women were matched for each of the 23 study 
cases, Four of the 23 offspring of women who 
drank before and during pregnancy died before 1 
week of age, a perinatal mortality of 17 percent 
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compared to 2 percent for the control group. 
Problems of the 19 surviving offspring included 
low IQ; head circumference, length, and weight 
below the third percentile; short palpebral fissures, 
ptosis, strabismus, joint anomalies, and cardiac 
murmur. Ethanol is the most obvious possible 
cause of direct toxicity to the developing fetus, 
but other adverse effects on growth and 
morphogenesis could include maternal undernutri- 
tion or deficiency of a special nutrient or vitamin. 
The frequency (43 percent) of adverse outcome of 
pregnancy for chronic alcoholic women suggests 
that serious consideration be given to early 
termination of pregnancy in this population. (19 
refs. ) 


Dysmorphology Unit 
Department of Pediatrics 
University of Washingtor 
School of Medicine 
Seattle, Washington 98195 


1861 CONTRONI, GUIDO; RODRIGUEZ, 
WILLIAM J.; DEANE, CORDELL; ROSS, 
SYDNEY; KHAN, WAHEED; & PUIG, 
JOSE R. Rapid diagnosis of meningitis by 
gas liquid chromatographic analysis of 
cerebrospinal fluid lactic acid. Children’s 
Hospital National Medical Center (Clinical 


Proceedings), 31(9):194-201, 1975. 


Analysis of cerebrospinal fluid (CSF) lactic acid by 
means of gas liquid chromatography (GLC) 
appears to be a promising method for the rapid 
diagnosis of bacterial meningeal infection. Gas 
liquid chromatograms obtained with methylated 
CSF from 16 patients with bacterial meningitis 
showed lactate concentrations above 30mg/100ml. 
CSF from the other 134 patients in the study who 
did not have bacterial meningitis recorded lactate 
levels below 10mg/100ml. The most likely 
mechanism of elevated lactate levels in purulent 
meningitis is postulated as stemming from the 
“anemia of the brain” induced by increased 
intracranial pressures, with consequent decrease in 
cerebral blood flow and incomplete oxygenation 
of glucose. (19 refs.) 


Children’s Hospital National Medical 
Center 

2125 13th St., N.W. 

Washington, D.C. 20003 
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1862 VACCARO, R.; BERTOTTO, A,.; 
ZUCCHETTI, P.; & FORENZA, N. Rashes 
in congenital rubella. Lancet, 
2(7946):1215, 1975. (Letter) 


The case of a 14-month-old girl with congenital 
rubella, papular erythematous skin rash, and 
immunodeficiency is described. The rash first 
appeared at 2 to 3 months of age on the face and 
extremities, persisting for 16 months. Biopsy 
revealed infiltrates of mononuclear cells, resemb- 
ling the pathological features of the Letterer-Siwe 
syndrome. The absence of IgA in serum and saliva 
indicated a defect of humoral immunity. T-cell 
immunity was diminished, and the jin vitro 
lymphocyte response to phytohemagglutinin was 
low. The rash and other elements of the 
pathological picture of the patient may stem from 
maternal /fetal-versus-host reaction produced by 
engraftment of maternal immunocompetent cells 
in an immunodeficient host during gestation, as 
suggested by other studies on combined immuno- 
deficiency. (6 refs.) 


Istituto di Puericultura 
University of Perugia, Italy 


1863 DICK, B. The provision of measles vaccine 
for an urban population. South African 
Medical Journal, 49(37):1507-1513, 1975. 


Some implications of the unavailability of free 
measles vaccine for an urban South African 
population were examined. The aims of the study 
were to define mortality rates for measles and its 
complications among municipal Cape Town’s 
ethnic groups, determining “high risk groups” to 
estimate the impacts of measles and its complica- 
tions on these priority groups, quantitatively and 
qualitatively; to determine the optimal age for 
vaccination; to establish the cost of introducing 
routine measles immunization for high risk groups; 
and to evaluate these findings, draw conclusions, 
and make recommendations. The Cape Town City 
Council Health Department provided mortality 
figures, population estimates, and treatment and 
vaccination costs for the Cape Town magisterial 
district. The extent of the disease and its 
complications was examined on the basis of 
hospital admissions for the area. Findings showed 
that the majority of deaths due to measles 
occurred among children under age 5 years. The 
highest mortality rates were among the Black and 


Colored groups. Since vaccination is likely to be 
unsatisfactory in children less than 9 months of 
age, a case is made for vaccination for all members 
of the population at risk between 9 months and 5 
years. (13 refs.) 


University of Cape Town 
Cape Town, South Africa 


1864 LEVINE, MARSHALL D. Spray adhesives. 
Obstetrics and Gynecology, 45(1):114, 
1975, (Letter) 


Parental exposure to adhesive sprays may not 
present added risk to the mother or fetus, The 
Center for Disease Control indicated in early 
November, 1974, that spray adhesives represent no 
substantial risks for pregnant women. The 
government (Consumer Products Safety Commis- 
sion) may have acted too rashly without adequate 
information in banning adhesive sprays and may 
have caused an undue amount of inappropriate 
anxiety and confusion in both the medical 
community and the lay public. (3 refs.) 


Department of Pediatrics 

Harbor General Hospital Campus 
1000 West Carson Street 
Torrance, California 90509 


1865 DOW, T.G.B.; ROONEY, P. J.; & SPENCE, 
MARION, Does anaemia increase the risks 
to the fetus caused by smoking in 
pregnancy? British Medical Journal, 
4(5991):253-254, 1975. 


The risk in carboxyhemoglobin (COHb) concentra- 
tion in the blood after smoking a single cigarette 
was compared in nonpregnant, normal pregnant, 
and anemic pregnant women. All women were 
regular cigarette smokers. The change in COHb 
concentration was estimated spectrophotometri- 
cally in response to smoking the first cigarette of 
the morning, the women having rested for at least 
30 minutes. A sample of venous blood was 
withdrawn before and 2 minutes after smoking the 
cigarette. The cigarettes were of a standard size 
and of a ‘“non-mild’’ variety. In an effort to 
standardize the study, the women were instructed 
to take a puff every 40 seconds, inhaling as deeply 
as possible to a total of 10 puffs. The results 
showed that the rise in COHb in response to a 
single cigarette is significantly greater in pregnant 
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than in nonpregnant women, and that a further 
significant increase is evident when iron-deficiency 
anemia complicates pregnancy. This response to 
cigarette smoking in pregnancy, and in anemia of 
pregnancy in particular, gives support to the use of 
prophylactic iron, which raises the hemoglobin 
concentration in pregnancy, and suggests that the 
so-called physiological anemia of pregnancy may 
place the fetus of a smoking mother at greater risk. 
(10 refs.) 


University Department of Obstetrics 
and Gynaecology 

Glasgow Royal Maternity Hospital 

Glasgow, Scotland 


1866 JUKES, THOMAS H. Mercury in fish. 
Journal of the American Medical Associa- 
tion, 233(9):1001-1002, 1975. 


The story of pollution and contamination with 
mercury is complex, for in a toxicological sense 
there are 2 mercurys, On the one hand, mercuric 
chloride and methylmercury are highly poisonous, 
and mercury compounds, especially in fish and 
shellfish, have caused widely publicized incidents 
of poisoning in humans. On the other hand, 


mercurous chloride has been used as a laxative, _ 


and mercury and its compounds are employed in 
chemotherapy, in diuretics, and by dentists. Most 
of the current concern with mercury arose from 
poisoning from 1953 to 1960 at Minamata Bay, 
Japan, where methylmercury was present in the 
waste sludge of a plant using mercuric chloride as a 
Catalyst in producing vinyl chloride and subse- 
quently at Niigata in 1965. In Sweden, treatment 
of seed grains with methylmercury dicyandiamide 
was widely practiced in the 1960’s. The human 
poisonings that resulted were tragic. However, the 
uproar created in the United States by the 
discovery in 1970 that canned tuna often 
contained more than 0.Sppm of mercury and that 
swordfish contained about twice this level was 
unnecessary and somewhat ludicrous by com- 
parison. The discovery of the protective effect of 
selenium was fascinating and did much to clear the 
air. (9 refs.) 


Division of Medical Physics 
University of California 
Berkeley, California 94720 


1867 *FRENKEL, J. K.; & **BAMFORD, 
COLIN R. Sulfisoxazole called suboptimal 
therapy in toxoplasmosis. Neurology, 
25(9):899, 1975. (Letters) 


Dr. Frenkel indicates that Dr. Bamford employed 
suboptimal therapy when he chose to administer 
sulfisoxamole to an adult patient with treated 
scleroderma in whom toxoplasmosis mimicked a 
brain abscess. A 1956 study by Eyles and Coleman 
found sulfisoxazole to be 20 times less potent than 
sulfadiazene against toxoplasmosis in experi- 
mentally infected mice. Dr. Bamford replies that 
with weaknesses within the 1956 study taken into 
account, it appears that sulfadiazine was only 8 
times more effective than sulfisoxazole. Further- 
more, in the case report described, 12g/day of 
sulfisoxazole were prescribed, which is 6 times the 
quantity of sulfadiazine recommended by Dr. 
Frenkel. Until more conclusive evidence is 
available, the wisest course of management will be 
to prescribe a combination of pyrimethamine, a 
long-acting sulfonamide, and a_ short-acting 
sulfonamide. 


*Department of Pathology and Oncology 
University of Kansas Medical Center 
College of Health Sciences and Hospital 
Kansas City, Kansas 66103 


**Division of Neurology 
College of Medicine 
University of Arizona 
Tucson, Arizona 85721 


1868 KAUFFMAN, RALPH €E.; MORRIS, 
JOHN A.; & AZARNOFF, DANIEL L. 
Placental transfer and fetal urinary excre- 
tion of gentamicin during constant rate 
maternal infusion. Pediatric Research, 
9(2):104-107, 1975. 


Placental transfer and fetal urinary excretion of 
gentamicin were studied in midtrimester goat and 
human previable fetuses during constant rate 
intravenous maternal infusion with the drug. Drug 
concentration was measured using a disc agar 
diffusion microbiologic assay. Placental transfer of 
gentamicin across the goat placenta could not be 
demonstrated by detection of the drug in fetal 
serum, even when maternal serum concentrations 
were 15.2-20.9ug/ml. The drug was found in 
amniotic fluid or concentrated in fetal urine, 
however. Gentamicin was present in human fetal 
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central venous blood, umbilical vein blood, and 
fetal urine following its infusion into the mother 
before elective abortion-hysterectomy. Human 
fetal central venous serum concentrations were 
21-37 percent of those in maternal serum, and 
human fetal urine concentrations were 2-3 times 
greater than those in fetal serum. The data indicate 
a significant difference between the 2 species with 
respect to placental permeability to gentamicin 
and/or to its renal clearance. The findings illustrate 
the danger inherent in extrapolating information 
obtained from animal models. (14 refs.) 


Department of Pediatrics 

University of Kansas School of Medicine 
39th and Rainbow Boulevard 

Kansas City, Kansas 66103 


1869 SWARTZBERG, JOHN E.; & REMING- 
TON, JACK S. Transmission of Toxo- 
plasma. American Journal of Diseases of 
Children, 129(7):777-779, 1975. 


Toxoplasma gondii is one of the most common 
infections of humans the world over. Transplacen- 
tal transmission of infection occurs when the 
initial acute infection is acquired during preg- 
nancy. Cases of acute acquired toxoplasmosis in 
children and adults, along with the development of 
serologic methods showing an increasing incidence 
of Toxoplasma antibodies with increasing age 
among human population groups, have made it 
obvious that modes of transmission other than the 
congenital route exist. Some available data suggest 
that the tissue cyst is the major form of 
transmission among populations that consume 
undercooked meat. Although evidence for the 
importance of the oocyst in the transmission of 
Toxoplasma to man and animals is only suggestive 
at present, contact with sporulated oocysts and 
ingestion of infective cysts both should be avoided 
by seronegative pregnant women and immuno- 
deficient patients. (33 refs.) 


Division of Allergy, Immunology and 
Infectious Diseases 

Palo Alto Medical Research 
Foundation 

860 Bryant Street 

Palo Alto, California 94301 
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1870 DAVIS, STARKEY D.; HILL, HARRY R.; 
FEIGL, POLLY; & ARNSTEIN, ELLIS J. 
Partial antibiotic therapy in Haemophilus 
influenzae meningitis: its effect on cere- 
brospinal fluid abnormalities. American 
Journal of Diseases of Children, 
129(7):802-807, 1975. 


To examine the influence of partial antibiotic 
therapy on laboratory findings in Haemophilus 
influenzae meningitis, records of 272 untreated 
cases and 202 partially treated, culture-positive 
cases from 1953 through 1971 were reviewed. The 
results of laboratory tests indicated no statistically 
significant difference between the 2 groups with 
regard to average cerebrospinal fluid (CSF) glucose 
level, average CSF white blood cell count, average 
percent of polymorphonuclear leukocytes (PMNs) 
in the CSF, percent of cases with positive CSF 
cultures, and average total percent of PMNs in the 
peripheral blood. On the average, the partially 
treated group differed statistically from the 
untreated group by having a lower CSF protein 
level, a lower proportion of cases with positive 
CSF Gram stain, a lower proportion of positive 
blood cultures, a higher peripheral white blood cell 
count, more peripheral PMNs in both absolute and 
relative terms, and fewer stab forms in peripheral 
blood. The CSF findings of 8 patients who had 
received ampicillin sodium, chloramphenicol, or 
tetracycline for 2 days or more resembled those of 
the untreated group. Untreated patients also had a 
shorter duration of symptoms before admission, 
more severe neurological status upon admission, 
and a higher mortality rate. (15 refs.) 


Milwaukee Children’s Hospital 
1700 West Wisconsin Avenue 
Milwaukee, Wisconsin 53233 


1871 GEORGE, R. H.; & WHITE, G. J. Neonatal 
Haemophilus influenzae infection. Ameri- 
can fournal of Diseases of Children, 


129(7):867, 1975. (Letter) 


Haemophilus (H.) influenzae was responsible for a 
series of infections in a boy weighing 3.12kg 
(6.9lb) who was delivered with difficulty by 
forceps because of arrested labor 100 minutes 
after rupture of the fetal membranes. Facial palsy 
on the left, bruising of the face, and lack of 
movement of the left arm at birth all disappeared 
during the first 10 days of life. Scabs were noted 
on the forehead on day 6, and a fluctuant swelling 
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on the left side of the neck, on day 8. A stained 
film of the pus disclosed scanty Gram-negative 
bacilli thought possibly to be Bacteroides, but a 
heavy growth of H., influenzae was obtained 
subsequently in pure culture. 7richomonas vagi- 
nalis was demonstrated in a high vaginal swab 
taken from the mother on day 8, and culture 
yielded a heavy growth of H. influenzae. The 
organism probably was implanted into the infant’s 
skin at delivery. (1 ref.) 


Department of Bacteriology 
Birmingham Children’s Hospital 
Birmingham B16 8ET, England 


1872 PAINTER, MICHAEL J.; CHUTORIAN, 
ABE M.; & HILAL, SADEK K. Cerebro- 
vasculopathy following irradiation in child- 
hood. Neurology, 25(2):189-194, 1975. 


Four patients are described in whom intracranial 
vascular occlusive disease developed, presumably 
as a result of therapeutic central nervous system 
irradiation in childhood. All of the patients 
presented with stroke-like symptoms from 2 to 22 
years after the completion of radiotherapy. Two 
of the patients showed abnormalities on arteriog- 
raphy consisting of narrowing of the supraclimoid 
portion of the internal carotid artery and the 
adjacent proximal anterior and middle cerebral 
arteries. Although acceptable in children with 
malignant brain tumors, the risk of radiotherapy 
requires more careful consideration in the 
treatment of glial and other intracranial tumors of 
limited or no malignant potential. (20 refs.) 


Department of Pediatrics 
Magee-Womens Hospital 

Forbes Avenue and Halket Street 
Pittsburgh, Pennsylvania 15213 


1873 HARFORD, CARL G.; WILLINGHOFF, 
WANDA; & WEINSTEIN, ROBERT A. 
Isolation of herpes simplex virus from the 
cerebrospinal fluid in viral meningitis. 
Neurology, 25(2):198-200, 1975. 


Two cases of meningitis are reported in which the 
etiologic diagnosis was established by isolation of 
herpes simplex virus from the cerebrospinal fluid 
(CSF). Although the isolation of herpes simplex 
from the CSF is currently believed to be a rare 
event, these 2 cases, in addition to those in the 


literature, suggest that herpes simplex virus may be 
present in CSF often enough to warrant cultures in 
appropriate circumstances. One patient was 
thought to have leukemic meningitis, but the 
isolation of herpes simplex virus from the CSF and 
the absence of leukemic cells in the CSF indicated 
that the virus caused the meningitis. It is suggested 
that since both patients were afebrile and had 
bradycardia at the times when the viral isolations 
were made, selection of patients for viral culture 
of CSF may not need to be restricted to those 
with fever and tachycardia. (31 refs.) 


Washington School of Medicine 
Box 8051, 660 South Euclid Avenue 
St. Louis, Missouri 63110 


1874 BIANO, STELLA; COCHRAN, WILLIAM; 
HERRMANN, KENNETH; HALL, ANNA 
D.; & CHANG, TE-WEN. Rubella reinfec- 
tion during pregnancy; a case of mistaken 
diagnosis of congenital rubella. American 
Journal of Diseases of Children, 
129(11):1353-1356, 1975. 


A case of maternal rubella reinfection with 
previously undescribed nonspecific serologic 
findings in the newborn offspring resulting in an 
erroneous initial diagnosis of congenital rubella 
infection is reported. A 19 year old woman 
delivered an apparently healthy male infant. A 
serum sample drawn from the mother at time of 
delivery revealed an HI titer of 2:256, an increase 
from the 1:16 titer obtained 5 months earlier. The 
cord serum from the newborn infant was found to 
have a rubella HI titer of 1:512. Sucrose gradient 
fractionation of this sample revealed HI activity at 
1:16 titer in the IgM fractions. Later the absence 
of any clinical evidence of infection in the 
newborn infant, the failure to isolate rubella virus, 
and the falling rubella antibody titers in this infant 
raised questions regarding the significance of the 
IgM-HI activity earlier found in the cord serum 
sample. Additional studies showed a bacterial 
contaminant Pseudomonas fluroescens in the 
serum sample. These findings represent some 
pitfalls encountered in arriving at a diagnosis based 
solely on serologic data. The importance of 
keeping serum samples sterile when performing 
serologic tests is illustrated in this case. (25 refs.) 


Boston Hospital for Women 
221 Longwood Avenue 
Boston, Massachusetts 02115 
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1875 VIRNIG, NORMAN L.; & BALFOUR, 
HENRY H. Hemiatrophy and hemiparesis 
in a patient with congenital cytomegalo- 
virus infection. American Journal of 
Diseases of Children, 129(11):1359-1360, 
1975. 


A 3 year old female with laboratory proven 
congenital cytomegalovirus (CMV) __ infection 
exhibited hemiatrophy and hemiparesis between 6 
and 9 months of age. The case suggests that there 
should be careful long-term fotlow up of children 
known to be excreting CMV, since neurologic 
complications may occur late in infancy. It might 
also be helpful to evaluate infants with hemiatro- 
phy and hemiparesis for CMV infections. (11 refs.) 


St. Paul-Ramsey Hospital 
640 Jackson Street 
St. Paul, Minnesota 55101 


1876 NORDIN, JAMES; MYERS, MARTIN G,; 
& PERKINS, ROLLIE. Pneumocystis cari- 
nii in a Vietnamese foundling. American 
Journal of Diseases of Children, 
129(11):1361, 1975. (Letter) 


P. carinii pneumonitis was reported in a 
Vietnamese foundling at age 6 months. The infant 
had suffered from malnutrition, scabies, cutaneous 
abscesses, and hepatomegaly. By age 6 months, he 
had improved but had persistent cough and 
coryza, He was examined for P. carinii when it was 
learned that other infants at his orphanage had the 
disease. The Center for Disease Control, Atlanta, 
determined an immunofluorescent antibody titer 
of 1:64, consistent with the diagnosis of P. carinii, 
The infant’s improving respiratory and nutritional 
status did not justify obtaining tissue for 
examination. He was not treated with pentamidine 
isethionate. He has continued to thrive, demon- 
Strating that recovery may occur spontaneously 
with improved nutritional status in children with 
this form of the disease. (7 refs.) 


University of lowa Hospitals 
lowa City, lowa 52242 


1877 SCHWARZ, ANTON J. F.; *JACKSON, 
JOSEPH E.; EHRENKRANZ, N. JOEL; 
VENTURA, ARNOLDO; SCHIFF, GIL- 
BERT M.; & WALTERS, VERNON W. 
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Clinical evaluation of a new measles- 
mumps-rubella trivalent vaccine, American 
Journal of Diseases of Children, 
129(12):1408-1412, 1975. 


One thousand, four hundred and eighty-one 
children received either a placebo or a combined 
measles (Schwarz strain), mumps (Jeryl Lynn 
strain), and rubella (Cendehill strain) vaccine in a 
series of clinical studies. A randomized double 
blind design was used to distribute the study 
populations among the 3 lots of vaccine and 1 lot 
of placebo; the ratio was 1 placebo subject to 
every 5 vaccinees. Clinical observations for 
possible vaccine reactions and intercurrent illnesses 
were made double blind approximately 3 times per 
child during the period from about day 7 to day 
21. Findings indicate that the vaccine did not 
cause any significant reactions, The frequencies of 
mild, transient fever or rash or both in 
triple-susceptible vaccinees were similar to those 
that follow use of Schwarz strain measles vaccine 
alone. In addition, findings showed that measles, 
mumps, and rubella seroconversion rates in 
triple-susceptible vaccinees ranged from 95 percent 
to 100 percent. Geometric mean antibody titers 
were as high as those that usually result from use 
of the same virus strains as monovalent vaccines. 
(12 refs.) 


*Biological Clinical Research 
Department 

Dow Chemical Company 

P.O. Box 68511 

Indianapolis, Indiana 46268 


1878 DOSSETOR, J.F.B.; & WHITTLE, H. C. 
Protein-losing enteropathy and malabsorp- 
tion in acute measles enteritis. British 
Medical Journal, 2(5971):592-593, 1975. 


Protein loss from gut and kidney was measured, 
and lactose and xylose absorption was studied in 
28 underweight children (chronological age 8 
months to 4 years) with acute measles and 
diarrhea. Protein loss was equivalent to a mean 
absolute albumin loss of 1.68+0.21g/day, while 


the mean 11-hour blood xylose level was 
0.9340.38mmol/l (14.0+5.7mg/100ml) in the 
acute stage and 1.71+0.43mmol/| 


(25.6+6.5mg/100ml) after recovery (P<0.01). 
Four of 17 children who were tested were 
intolerant of lactose; 3 of them were weaned. The 
demonstrated albumin loss would be equivalent to 
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approximately 20 percent of the child’s normal 
protein intake. The findings indicated that fecal 
protein loss and lactose and xylose malabsorption 
may contribute significantly to the development 
of malnutrition after measles. (13 refs.) 


Ahmadu Bello University Hospital 
Zaria, Nigeria 


1879 CAMENGA, DAVID L.: & NATHANSON, 
NEAL. An immunopathologic component 
in experimental togavirus encephalitis. 
Journal of Neuropathology and Experi- 
mental Neurology, 34(6):492-500, 1975. 


An examination was made of the effects of 
immune manipulation upon survival and histopath- 
ology in 2 experimental group B_ togavirus 
encephalitides in inbred mice. The median survival 
time after intracerebral injection of Langat virus 
increased from 8 to 10 days with an immunosup- 
pressive course of cyclophosphamide, with con- 
comitant reduction in inflammatory response. 
Langat virus survival was also prolonged with 
adoptive immunization with immune lymphoid 
cells or serum, which increased inflammation. 
Survival following intracerebral West Nile virus (7 
days) was found to be unaffected by immunosup- 
pression or adoptive transfer, although suppression 
was associated with less severe CNS lesions, and 
immune serum with less necrosis. The findings 
suggest the possibility that the immune response 
may be both protective and pathology-inducing in 
some togavirus encephalitides. Caution in general- 
izing about the role of the immune response in 
viral infections is warranted owing to the 
differences in host response to these two related 
agents. 


69 Butler Street, S. E. 
Atlanta, Georgia 30303 


1880 SCHWARTZ, JEROME; & ELIZAN, 
TERESITA S. hrpes simplex virus en- 
cephalitis in suckling mice: ultrastructural 
studies of virus replication. /ournal of 
Neuropathology and Experimental Neurol- 
ogy, 34(4):359-368, 1975, 


Acutely encephalitic mice were the subjects of 
ultrastructural studies concerning the replication 
and release of a neuro-adapted strain of herpes 
simplex virus. A suckling mouse brain-adapted 


strain of HSV was produced by successive 
intracerebral inoculation of the macroplaque (Mp, 
type 1) strain. Twenty four hour old suckling mice 
were inoculated in the right cerebral hemisphere 
with 0.01mi neuroadapted virus. All of the mice 
died within 96 hours of inoculation while the 
mock inoculated mice remained healthy. These 
animals were sacrificed, and cerebral hemispheres 
were removed at 24 and 60 hours after virus 
inoculation. Findings revealed that envelopment of 
nucleocapsid particles at the nuclear membrane of 
brain cells was inefficient, resulting in accumula- 
tion of unenveloped nucleocapsids in cell cyto- 
plasm. These nucleocapsids were associated with 
arrays of microtubules within cytoplasmic pro- 
cesses. Enveloped particles were rarely present in 
tissue spaces, and those that were found seemed to 
be in a state of disintegration. This replication 
process of herpes simplex virus in the murine 
encephalitis model differs from that observed in 
tissue culture cells; implications of the difference 
are discussed. (30 refs.) 


Mount Sinai School of Medicine 
100 Street and Fifth Avenue 
New York, New York 10029 


1881 DE SILVA, L. M.; MORTIMER, P. R.; 
CASEMORE, D. P.; & CRALLAN, J. E. 
Serum immunoglobulins in herpes virus 
infections. British Medical Journal, 
2(5963):138-139, 1975. (Letter) 


Alterations in serum immunoglobulin (Ig) levels in 
the 3 main antibody classes in various viral 
infections are not consistent. While significant 
increases of both IgA and IgM levels in infectious 
hepatitis, of IgM alone in mumps, and of IgG alone 
in postnatally acquired rubella have been reported, 
a very low total IgA level was noted in a case of 
genital herpes simplex infection showing a poor 
response to treatment with local idoxuridine. 
Examination, using Hyland Immunoplate III, of Ig 
levels in sera from 5 patients with evidence 
(serological or by virus isolation) of current herpes 
infection indicated considerably reduced serum 
IgA levels in 3, with 1 patient having a low IgM 
level in addition. Two of the 3 patients with low 
total IgA levels had generalized skin manifestations 
(erythema multiforme) or an atypical varicelliform 
rash; the findings in the child with erythema 
multiforme might reflect, however, an age- 
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associated immaturity of the IgA system. Results children with no initial evidence of focal infection; 
and observations of other workers in this field are the majority were under 2 years of age. Two 
solicited. (4 refs.) patients developed clinically apparent sites of 
infection (osteomyelitis and scalp abscesses). The 
Public Health Laboratory treatment of severe infections caused by H. 
Middlesbrough General Hospital influenzae has not been uniform. (27 refs.) 


Middlesbrough, Cleveland, England 


Children’s Hospital 
1882 DE FINE OLIVARIUS, BENT; & BUHL, 1056 East 19th Avenue 
MORTEN. Herpes simplex virus and Denver, Colorado 80218 
Guillain-Barre polyradiculitis. British Medi- 
cal Journal, 1(5951):192-193, 1975. 


Herpes simplex virus (HSV) seems to have been 


associated with Guillain-Barre polyradiculitis in a 1884 HYAMS, PHINEAS J.; COUNTS, 


Dave sehuuehelinn’ags Saiindinen auapuniee GEORGE W.; MONKUS, ELLEN; FELD- 
MAN, RONALD; KICKLIGHTER, J. LEI- 


symmetrical sensorimotor disturbances and the 
characteristic cerebrospinal fluid finding of an LANG; & GONE AL, CARMEN. Staphy- 
lococcal bacteremia and hexachlorophene 


increase in total protein without an increase in : on 

cells. The polyradiculitis could not have been — — Pe ssnigsey Oe a 
caused by steroid therapy, since the peripheral ape rw A ey - 5 ae © es 
nerve disorder occurred 5 or 6 days before steroid ; , : 
treatment was initiated. Most probably, a primary 
HSV infection had been present, the strongest 


argument for this theory being the great rise in the An outbreak of staphylococcal bacteremia in 
HSV complement fixation titre demonstrated by healthy, full-term newborn infants occurred in the 
the patient. (13 refs.) newborn nursery of a large county hospital not 

employing prophylactic hexachlorophene bathing. 
University Department of Neurology Seven infants had staphylococcal bacteremia, and 
Kommunehospitalet 1 had omphalitis. Two of the 3 isolates obtained 
8000 Aarhus C, Denmark for phage typing were type 86, and and third was 


3C/71. The staphylococcal nasopharyngeal coloni- 


zation rate of babies in the dirty nursery prior to 
1883 TODD, JAMES K.; & BRUHN, FRED- institution of daily bathing with 3 percent 


ERIC W. Severe Haemophilus influenzae hexachlorophene was 64 percent. Of the 43 


infections: spectrum of disease. American staphylococcal isolates, 36 proved to be bacterio- 
Journal of Diseases of Children, phge type 86, and 1 was 29/71/86; the other 6 
129(5):607-611, 1975. were 52/52A/80. No predominant phage type was 
isolated from nursery personnel. The outbreak 
A total of 83 children were identified with verified followed a 6-month preliminary study showing an 
disease caused by Haemophilus (H.) influenzae at increase in the staphylococcal colonization rate 
3 Denver (Colorado) pediatric hospitals between from 2.2 percent with hexachlorophene bathing to 
May 1973 and April 1974. Forty-five children 67 percent with a nonhexachlorophene-containing 
from 2 months to 3 years old were treated for H. preparation. In a community survey of infants 
influenzae meningitis. Twelve children between 2 born during the 2 months prior to the epidemic, 7 
months and 9 years of age were identified with of the 8 babies with lesions were infected with 
symptomatic pneumonitis; 8 children, all 2 years Staphylococcus aureus type 86. (15 refs.) 


of age or younger, had a facial cellulitis caused by 
H, influenzae; 8 children, all over 18 months of 


age, had epiglottis; and 3 other children had focal Department of Medicine 
infections caused by H, influenzae including septic Cedars of Lebanon Hospital 
arthritis, periorbital cellulitis, and a thyroglossal P.O. Box 520793 


duct abscess. H, influenzae was isolated from 9 Miami, Florida 33152 
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1885 FISCHER, GERALD W.; BRENZ, RON- 
ALD W.; ALDEN, ERROL R.; & BECK- 
WITH, J. BRUCE, Lumbar punctures and 
meningitis. American Journal of Diseases 
of Children, 129(5):590-592, 1975. 


Four patients and an additional 7 from the 
literature were found to have meningitis shortly 
after a lumbar puncture (LP) showed normal 
cerebrospinal fluid (CSF). The first and most 
obvious explanation for the rapid development of 
meningitis after an LP has disclosed normal CSF is 
that a patient is bacteremic and has seeded the 
meninges prior to the initial examination, but that 
a host response has not yet occurred. Three of the 
4 patients had bacteremias at the time of the 
initial LP, and the 7 in the literature also 
demonstrated bacteremia with an_ initial CSF 
examination and later developed meningitis. An 
alternative explanation is that meningeal damage 
caused by the LP predisposes the patient to 
meningitis when bacteremia is present at the time 
of CSF sampling. Animal studies have shown that 
perforation of the meninges in the presence of 
bacteremia enhances the development of meningi- 
tis. Simultaneous blood cultures should be 
obtained with all LPs, and a second CSF 
examination is recommended in any patients 
whose clinical condition is deteriorating, regardless 
of the results of the initial LP, If the initial blood 
culture is positive, a second LP is indicated in 
newborn and very young infants. (7 refs.) 


Department of Pediatrics 
Tripler Army Medical Center 
Honolulu, Hawaii 96819 


1886 *LACEY, R. F.; **MCLAREN, A. D.; 
STEWART, G. T.; & MURDOCH, R. M. 
Chronic low-level lead exposure and 
mental retardation. Lancet, 


1(7920):1348-1349, 1975, (Letters) 


Mr Lacey states that the finding of 11 MR 
children, but not their controls, in the water-lead 
range upwards of 800ug/I may in itself have been 
worth reporting, but if it is to be examined with a 
Statistical test, the test should take account of the 
variability of the lead measurements in the data as 
a whole. The test of symmetry employed in the 3 
x 3 contingency table disregards information from 
those pairs in which the MR child and the control 
are in the same water-lead range. Mr. McLaren and 
colleagues reply that the nature of alternative 


hypotheses, together with evidence from an earlier 
study, made this form of test preferable to the sign 
test or to other conventional tests. In the 
presentation of the report, statistical perfection 
was sacrificed to avoid unnecessary risk. The 
interval estimation provided the major statistical 
conclusion that a child with high water lead has at 
least a 70 percent greater chance of being MR than 
a child whose exposure to water lead is unknown. 
(6 refs.) 


*Medmenham Laboratory 

P.O. Box 16 

Ferry Lane, Medmenham, Marlow 
SL7 2HD, Scotland 


** University of Glasgow 
Glasgow, Scotland 


1887 MARSHALL, W. C.; TROMPETER, R. S.; 
& RISDON, R. A. Chronic rashes in 
congenital rubella: isolation of virus from 
skin. Lancet, 1(7920):1349, 1975. (Letter) 


A 10-month-old infant with deafness and delayed 
motor development presented with a pink macular 
rash of the face, forehead, and limbs. The 
underlying skin in these areas, marked by a waxy, 
thickened texture, had had a blotchy appearance 
from 2 to 3 months of age. Height and weight 
were below the third percentile, and skull 
circumference was below 2 SD of the mean for his 
age. Both ocular fundi showed pigmentary 
retinopathy characteristic of congenital rubella. 
There was a history of exposure to suspected 
rubella in the second month of pregnancy, but his 
mother did not have a febrile or exanthematous 
illness following this exposure. Rubella hemagglu- 
tination inhibition antibody was present in the 
child’s serum in a titerof 1/512, and rubella virus 
was isolated from the urine, nasopharyngeal 
secretions, peripheral blood lymphocytes, and 
cerebrospinal fluid. Rubella virus also was isolated 
from a skin specimen. (4 refs.) 


Hospital for Sick Children 
Great Ormond Street 
London WC1, England 
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1888 BLOOM, H.; LEWIS, I. C.; & NOLLER, B. 
N. Lead concentration in blood of children 
(and some adults) of Southern Tasmania. 
Medical Journal of Australia, 1(6):183, 
1975. (Letter) 


Comments are offered on the applicability of 
isotopic measurements to trace the origin of lead. 
Each lead ore has a characteristic isotopic 
composition fixed during mineral ore genesis, and 
the differences, measured by mass spectrometry, 
can be used to identify the source of industrial 
lead pollutants as well as to trace the transporting 
mechanisms. The range of isotopic compositions 
of lead used in lead alkyl manufacture in different 
parts of the world does not vary as in the different 
lead ores, an indication that lead for lead alkyl 
manufacture is selected from certain ore bodies. 
Following studies demonstrating, among other 
things, that lead in atmospheric aerosols from Los 
Angeles (California) was derived mainly from lead 
alkyls in petrol, the use of this technique was 
ex tended to lead in blood. (5 refs.) 


Chemistry Department 
University of Tasmania 
Hobart, Tasmania 7000 


1889 SHINEFIELD, HENRY R. Bacteremia, 
lumbar punctures, and meningitis. Ameri- 
can journal of Diseases of Children, 
129(5):547-548, 1975. 


The question concerning the number of lumbar 
punctures (LPs) to be performed during hospitali- 
zation for proper management of meningitis has 
become complicated by the need for a second LP 
to make an initial diagnosis of meningitis. If no 
hazards were associated with the procedure, the 
question of a mandatory second LP would be 
moot. However, LP is an invasive procedure and, 
as such, fas been associated with infection, albeit 
rare, epithelial rests resulting in neoplasms, and 
Cardiorespiratory arrest, particularly in pediatric 
patients with cardiac or pulmonary disease. In 
general, the mere presence of bacteremia does not 
justify an LP in every case, but the procedure 
should be done when meningitis is suspected. In 
infants, gram-negative bacteremia is frequently 
associated with meningeal infection. Signs and 
symptoms of disease often are absent in the 
newborn with meningeal infection, and the burden 
is on the clinician to prove the absence of the 
disease. Clearly, the pediatrician should not be 
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Satisfied with normal results from a single LP to 
exclude meningitis, especially when the patient has 
bacteremia. (14 refs.) 


Department of Pediatrics 
Permanente Medical Group 
2200 O’F arrell Street 

San Francisco, California 94115 


1890 BERRY, P. R. Serum immunoglobulins in 
herpes virus infections. British Medical 
Journal, 3(5982):541, 1975. (Letter) 


Immunoglobulin levels were studied in 13 plasma 
donors 3 to 4 weeks after the onset of herpes 
zoster infection. Measurement by Hoeschst Tripar- 
tigen plates indicated that mean levels of 
immunoglobulin A were lower in the infected Ss 
than in a sample of 214 controls (160 vs. 
210mg/100ml, respectively). (1 ref.) 


1891 SABIN, ALBERT B. Misery of recurrent 
herpes: what to do. New England journal 
of Medicine, 293(19):986-988, 1975. (Edi- 
torial) 


Etiology and treatment of recurrent herpes 
simplex virus (HSV) are still unknown. Burnet’s 
theory (1960) that the virus remains latent in the 
epidermal cells of the affected areas of the skin 
provides a working hypothesis for therapy. The 
value of topical therapy with ether, or other 
agents, is suggested by evidence that basal cells are 
destroyed in recurrent lesions and adjacent basal 
cells become latently infected and serve as the 
source for future recurrence when the virus is 
activated. Topical treatment which interferes with 
viral multiplication in the epidermis when the 
recurrent lesion is very small should diminish the 
growth of basal epithelial cells which are potential 
sources of recurrences, Although the pathogenesis 
of herpes zoster probably differs from that of 
HSV, the progression of the epidermal lesions may 
be comparable and topical ether therapy may be 
indicated. (11 refs.) 


Medical University of South 
Carolina 
Charleston, South Carolina 24901 
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1892 PELOSI, MARCO A.; FRATTAROLA, 
MICHAEL; APUZZIO, JOSEPH; *LAN- 
GER, ALVIN; HUNG, CHENG T.; OLE- 
SKE, JAMES M.; BAI, JAMEELA; & 
HARRIGAN, JOHN T. Pregnancy compli- 
cated by heroin addiction. Obstetrics and 
Gynecology, 45(5):512-515, 1975. 


The problem of pregnancy complicated by heroin 
addiction was studied at the Harrison S, Martland 
Hospital Unit of the New Jersey Medical School, 
During a 5-year span, 118 heroin-addicted women 
gave birth to viable infants, Medical complications 
of the patients included hepatitis, venereal disease, 
tetanus, pulmonary embolism, thrombophlebitis, 
multiple abscesses, endocarditis, and deficiencies 
of essential nutrients. The obstetrician should be 
aware of the possibility of addiction and its effects 
on pregnancy, and when possible, appropriate 
management should be initiated. The infant 
potentially subject to acute withdrawal must be 
recognized and managed accordingly. It is 
imperative that the pediatrician always be notified 
at the time of birth of a baby born to an addicted 
mother. The newborn should be carefully observed 
during the first days of life, and particularly during 
the first 24 hours, for signs of irritability, sneezing, 
vomiting, yawning, respiratory distress, or hyper- 
pyrexia. After eliminating other possible causes of 
these symptoms, therapy should be begun with 
nonnarcotic sedatives such as chlorpromazine, 
phenobarbital, or diazepam. (3 refs.) 


*Department of Obstetrics & 
Gynecology 

Harrison S, Martland Hospital 

New Jersey Medical School 

65 Bergen Street 

Newark, New Jersey 07107 


1893 SHIMIZU, NATSUE; WEINBERGER, 
JESSE; & *YAHR, MELVIN D. Downbeat 
nystagmus as a sign of brainstem involve- 
ment in acute meningoencephalitis. Neuro- 
logy , 25(3):267-270, 1975, 


Two cases of acute meningoencephalitis are 
reported, in which the patients were seen in what 
appeared to be a terminal state, but recovered 
after therapy with corticosteroids, Both patients 
*had acute clinical illness and cerebrospinal fluid 
findings consistent with meningoencephalitis 
caused by a viral agent, although no serologic 
proof of such viral infection could be obtained. 














































During the course of their illness, both patients 
suffered coma, downbeat nystagmus, and ataxia. 
The significance of the neurologic signs, particu- 
larly the unusual occurrence of downbeat 
nystagmus, is discussed, as is the appropriate 
management of the disorder. (20 refs.) 


*Department of Neurology 
Mount Sinai School of Medicine 
100th Street and Fifth Avenue 
New York, New York 10029 


1894 TRAUNER, DORIS A,; NYHAN, 
WILLIAM L.; & SWEETMAN, LAW- 
RENCE. Short-chain organic acidemia and 
Reye’s syndrome. Neurology, 
25(3):296-298, 1975. 


In order to assess the role of short-chain fatty 
acids in patients with Reye’s syndrome, fractiona- 
tion of the short-chain volatile acids was 
performed on the sera of 7 patients with the 
syndrome and the sera of 8 healthy pediatric 
patients. All of the patients with Reye’s syndrome 
exhibited a marked elevation of the short-chain 
fatty acids propionate, butyrate, and isobutyrate. 
Three of the patients showed an elevation of 
isovalerate as well, but the mean value was 
significantly different from controls, In view of 
the fact that the administration of certain 
short-chain fatty acids to experimental animals 
results in coma, electroencephalographic changes, 
and fatty accumulation in the viscera, the 
elevations of short-chain fatty acid concentration 
observed in the present study suggest that these 
fatty acids may play a role in the clinical 
manifestations of Reye’s syndrome, (17 refs.) 


Department of Pediatrics 
University of California 
University Hospital of 

San Diego County 
P.O, Box 3548 
San Diego, California 92103 


1895 RANGEL, RICARDO A.; & GONZALEZ, 
DAVID A. Bacillus anthracis meningitis. 
Neurology, 25(6):525-530, 1975. 


Two cases of Bacillus anthracis, a rare cause of 
pyogenic meningitis, are reported. B. anthracis 
meningitis is almost always fatal, occurs after 
contact with diseased animals or with the hides, 
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skin, or bones of such animals, and usually enters 
through the skin. Meningeal anthrax is described as 
a hemorrhagic meningitis in which intracranial 
arteritis is a prominent feature. Other findings, as 
exemplified by these 2 cases, include subarachnoid 
hemorrhage and intracerebral hemorrhage; the 
bacilli are seen ubiquitously in the meninges, as 
well as in the brain itself adjacent to the affected 
arteries. The rapid course from the time of onset 
of signs implying cerebral involvement to death is 
characteristic. Theories concerning the reasons for 
the rapid progression of the illness include the 
release of a specific toxin that augments the 
deleterious effects of the arteritis. Death usually 
occurs 1 to 6 days after the onset of illness; the 
number of patients who have survived anthrax 
meningitis are few, despite the use of antibiotics to 
which the organism is sensitive in vitro, (7 refs.) 


Division of Cardiology 

Department of Internal Medicine 
Hospital Universitario 

Universidad Autonoma de Nuevo Leon 
Monterrey, Mexico 


1896 SPONZILLI, ERNEST E.; SMITH, JAMES 
K.; MALAMUD, NATHAN; & MUCCUL- 
LOCH, JOHN R. Progressive multifocal 
leucoencephalopathy: a complication of 
immunosuppresive treatment. Neuro/logy, 
25(7):664-668, 1975, 


A case of progressive multifocal leukoencephalo- 
pathy (PML), a rare demyelinating disease of the 
central nervous system initially identified as a 
complication associated with lymphoproliferative 
and myeloproliferative disorders, is discussed, The 
patient had been treated for rheumatoid arthritis 
with an immunosuppressive agent, chlorambucil, 
Approximately 5 months after the cessation of 
chlorambucil treatment, the neurologic manifesta- 
tions of PML appeared. The persistence of 
neuropenia and the continued remission of the 
rheumatoid disease suggest that a state of altered 
immune responsiveness was prolonged well beyond 
the actual administration of the immunosup- 
pressive agent. This case supports the concept than 
an altered immunologic state is important in the 
appearance of this infection, which is probably 
viral in origin. (12 refs.) 


Department of Medicine 
Kaiser-Permanente Medical Center 
1515 Newell Avenue 

Walnut Creek, California 94596 
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1897 COOK, LARRY N.; SHOTT, ROGER J.; & 
ANDREWS, BILLY F. Acute transplacen- 
tal ethanol intoxication. American Journal 
of Diseases of Children, 
129(9):1075-1076, 1975. 


Neonatal depression secondary to acute ingestion 
of ethyl alcohol as a home remedy for the relief of 
labor pain was observed in the case of a boy born 
after an uneventful 41-week gestation to a 
30-year-old, gravida 8, para 9 woman. Respiratory 
depression manifested by shallow respirations and 
general central nervous system depression mani- 
fested by lethargy, poor tone, and abnormal 
reflexes were seen. Hiccups were a prominent 
Clinical sign, and gastric irritation was evidenced 
by vomiting. Clinical differentiation from sepsis 
was difficult. Questioning of the mother revealed 
that she had consumed 47.3ml of 86 proof 
bourbon whiskey 30 minutes prior to delivery to 
relieve her labor pains, Therapy other than careful 
monitoring was not required. (27 refs.) 


Department of Pediatrics 
University of Louisville 

School of Medicine 
Norton Children’s Hospital, Inc. 
200 E. Chestnut Street 
Louisville, Kentucky 40202 


1898 FRIEDMAN, HARVEY M.; GILDEN, 
DONALD H.; ROOSA, ROBERT A.; & 
NATHANSON, NEAL. The effect of 
neonatal thymectomy on Tamiami virus- 
induced central nervous system disease. 
Journal of Neuropathology and Experi- 
mental Neurology, 34(2):159-166, 1975. 


Neonatal thymectomy in mice inoculated with 
Tamiami virus (a member of the arenavirus group) 
has prevented death, ataxia, and central nervous 
system (CNS) lesions without affecting the early 
stages of virus replication. More than 3 months 
after thymectomy, inflammatory CNS disease and 
cerebellar germinal cell necrosis were not observed 
in mice. Both thymectomized and nonthymecto- 
mized mice showed evidence of viremia and 
complement-fixing antibody, with slightly higher 
antibody titers in nonthymectomized animals, It 
appears that Tamiami virus-induced cerebellar 
heterotopia is immunologically mediated; how- 
ever, the immunopathologic cerebellar lesion 
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differs from the frank necrosis of the brain 
produced by both Tacaribe and lymphocytic 
choriomeningitis virus. (17 refs.) 


Department of Neurology 

School of Medicine 

University of Pennsylvania 
Philadelphia, Pennsylvania 19174 


1899 DOBBING, JOHN. Herpes simplex enceph- 
alitis. Developmental Medicine and Child 
Neurology, 17(5):608, 1975. (Letter) 


Brown and Bower’s decision to use cytosine 
arabinoside (Ara-C) to treat a case of neonatal 
herpes simplex infection with encephalitis is 
questioned. During the last 7 months of the child’s 
life, neurological and developmental status 
remained poor, and at death there was micro- 
cephaly and other severe neuropathology. 
Although 2 of the 4 neonatal cases so far reported 
as. receiving Ara-C have had a normal outcome, 
these 2 cases did not involve encephalitis. Ara-C is 
an antimetabolite which acts primarily as an 
inhibitor of DNA polymerase. This basis of its 
action against DNA viruses also makes it an 
antimitotic agent. Thus, its efficacy or safety in 
adult brain, where there are virtually no mitoses, is 
theoretically not a recommendation for its use in 
the neonatal brain. Adenine arabinoside (Ara-A) 
may be a more suitable antiviral agent in such 
extreme cases, as we have found it to have a 
negligible detectable effect on normal brain 
development. (1 ref.) 


Department of Child Health 
University of Manchester 
Stopford Building, Oxford Road 
Manchester M13 9PT, England 


1900 MYERS, MARTIN’ G.; OXMAN, 
MICHAEL N.; CLARK, JOAN E.; & 
ARNDT, KENNETH A. Failure of neutral- 
red photodynamic inactivation in recurrent 
herpes simplex virus infections. New 
England jfournal of Medicine, 
293(19):945-949, 1975. 


The effect of photodynamic inactivation upon 
recurrent herpes simplex virus infections was 
examined in a placebo-controlled study of 170 
episodes of recurrent infection in 96 patients; 87 
Ss were treated with neutral red, and 83 with 





phenosulfonphthalein. The patients treated with 
neutral red did not differ significantly from those 
treated with phenolsulfonphthalein in duration of 
discomfort, time to crusting, or time to complete 
healing. There was no significant difference 
between the mean length of the recurrence-free 
interval in the 2 groups of patients. There was a 
suggestion that neutral red might increase the 
probability of remaining free of recurrent disease 
during the first week after treatment, whereas 
after 15 weeks the difference, although not 
Significant, was in favor of placebo-treated 
patients. Since this study did not demonstrate the 
efficacy of neutral red and light in the treatment 
of recurrent herpes simplex virus infections and 
the potential oncogenicity of photodynamically 
inactivated herpes simplex virus, its routine use in 
therapy should be discontinued. The use of other 
photoactive dyes should also be limited until their 
efficacy has been demonstrated by suitably 
controlled clinical studies. (36 refs.) 


Department of Pediatrics 
Division of Infectious Diseases 
University of lowa Hospitals 
lowa City, lowa 52242 


1901 CONNON, AILEEN F. Risk of rubella in 
pregnancy. Medical Journal of Australia, 
1(7):199-201, 1975. 


A survey was conducted to determine the 
considered and the real incidence of natural 
immunity in women attending the antenatal clinics 
of The Queen Elizabeth Hospital in Adelaide, 
Australia. A group of 1,350 consecutive antenatal 
patients was investigated, and documentation was 
completed for 1,311 of these women. Each patient 
was asked whether she had had rubella in the past. 
A blood sample was also collected for a rubella 
hemagglutination-inhibition test. It was found that 
inquiring about a history of rubella is a totally 
unreliable method of selecting the susceptible 
group of women who are at risk of infection 
during pregnancy. Routine rubella vaccination is 
now offered to schoolgirls aged 12-14 throughout 
Australia, but 1 in 10 of the present generation of 
pregnant women is at risk of infection. It is 
recommended that routine serological testing for 
rubella be done at the start of every pregnancy. 


University of Adelaide 
Department of Obstetrics 
and Gynaecology 
Queen Elizabeth Hospital 
Adelaide, Australia 
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1902 BAMFORD, COLIN R. Toxoplasmosis 
mimicking a brain abscess in an adult with 
treated scleroderma. Neurology, 
25(4):343-345, 1975. 


A case of toxoplasmosis in a 41-year-old man with 
treated scleroderma is reviewed. The patient’s 
presenting symptoms suggested the presence of a 
space-occupying cerebral lesion and meningitis. 
Abnormal laboratory findings included peripheral 
white cell counts varying from 2,000 to 5,000 and 
cerebrospinal fluid analyses with 30 to 46 white 
cells (100 percent lymphocytes), glucose of 33 to 
37mg percent, and protein of 128 to 184mg 
percent. The brain scan demonstrated a 3cm right 
frontal mass and a 1.5cm left posterior frontal 
mass. Carotid arteriography confirmed the masses 
and their avascularity. An electroencephalogram 
was diffusely slow, with delta wave activity over 
the frontal areas bilaterally. A right frontal 
craniotomy was performed with excision of the 
right frontal lobe mass. Sulfisoxazole and pyri- 
methamine therapy resulted in resolution of the 
meningitis within 2 weeks, but no significant 
Clinical change was otherwise observed. The 
pathology and epidemiology of similar cases are 
reviewed, (12 refs.) 


Division of Neurology 
University of Arizona 
College of Medicine 
Tucson, Arizona 85721 


1903 HO, MONTO; SUWANSIRIKUL, 
SAKDIDEJ; DOWLING, JOHN N.,; 
YOUNGBLOOD, LEONA A.; & ARM- 
STRONG, JOHN A. The transplanted 
kidney as a source of cytomegalovirus 
infection. New England Journal of Medi- 
cine, 293(22):1109-1112, 1975. 


Thirty two renal transplant patients were followed 
for 6 months after their operation to determine 
whether the source of cytomegalovirus (CMV) 
infection is the grafted kidney itself. It was 
suspected that there was a positive correlation 
between seropositivity in the donor and subse- 
quent CMV infection in the recipient, and that this 
correlation would be particularly strong in a 
recipient who was initially antibody negative. The 
infection rate for the entire group, as judged by 
serologic change and virus isolation, was 66 
percent (59 percent for seronegative patients and 
80 percent for seropositive patients). Three of the 





10 seronegative patients who received kidneys 
from seronegative donors became infected, 
whereas 10 of the 12 seronegative patients who 
received kidneys from seropositive donors became 
infected. Thus, there was a significant correlation 
between development of infection and seroposi- 
tivity of the donor, particularly when the recipient 
was seronegative. It was observed that, with the 
exception of 2 cases, all of the 5 possible and 4 
definite recognizable clinical illnesses that were 
attributable to CMV infection in terms of severity 
and incubation period occurred in seronegative 
recipients who received kidneys from seropositive 
donors. (26 refs.) 


A-427 Crabtree Hall 
University of Pittsburgh 
Pittsburgh, Pennsylvania 15261 


1904 RODEN, VERNON  J.; CANTOR, 
HARVEY E.; *O’CONNOR, DENNIS M.; 
SCHMIDT, ROSE RITA; & CHERRY, 
JAMES D. Acute hemiplegia of childhood 
associated with coxsackie AQ viral infec- 
tion. Journal of Pediatrics, 86(1):56-58, 
1975. 


Acute hemiplegia was reported in a normally 
developing 16-month-old girl who had received 
mumps-measles-rubella vaccine 3 weeks prior to 
admission. Although the patient had few clinical 
findings suggestive of viral encephalitis, Coxsackie 
A9 virus was isolated from a nasal swab and the 
cerebrospinal fluid on the eighth day of illness. 
The present hemiplegia may have resulted from a 
focal vasculitis due to Coxsackie A9 viral infection 
in the region of the right middle cerebral artery. 
Encephalitis illnesses with resultant spastic plegia 
and paresis have been reported after both measles 
and rubella immunization. Further associations of 
“idiopathic’’ acute hemiplegia and viral infections 
may be suggested by virologic and serologic studies 
in new cases. (25 refs.) 


*Cardinal Glennon Memorial Hospital 
for Children 

1465 S. Grand Blvd. 

St. Louis, Missouri 63104 


1905 REPICE, JOSEPH P.; & *NETER, ERWIN. 
Pasteurella multicoda meningitis in an 
infant with recovery. Journal of Pediatrics, 
86(1):91-95, 1975. 
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A 1-month-old infant developed Pasteurella 
multicoda after contact with cats, but without 
having been bitten. Diagnosis of the cause of the 
meningitis was complicated by microscopic finding 
of pleomorphic, gram-negative coccobaccili which 
suggested H, /nfluenzae. Pasteurella multicoda was 
isolated from the throat of the patient, suggesting 
that the respiratory tract served as the portal of 
entry. Ampicillin and kanamycin were used to 
treat the patient; neurological examination was 
negative 4 months after onset of the disease. (7 
refs.) 


*Children’s Hospital of Buffalo 
219 Bryant Street 
Buffalo, New York 14222 


1906 LEVINE, SEYMOUR; SOWINSKI, 
RICHARD; SHAW, SHENG-MEI; & 
ALVORD, ELLSWORTH. Do neurological 
signs occur in experimental allergic enceph- 
alomyelitis in the absence of inflammatory 
lesions of the central nervous system? 
Journal of Neuropathology and Experi- 
mental Neurology, 34(6):501-506, 1975. 


To investigate the hypothesis that clinical signs of 
experimental allergic encephalomyelitis (EAE) can 
occur in the absence of histological lesions in the 
nervous system, 4 experiments were performed in 
which 10 guinea pigs were given neural antigen 
emulsified in Freund’s complete adjuvant, and 10 
were given saline emulsified in the same adjuvant. 
All guinea pigs with paralysis or other severe 
neurological signs of EAE exhibited typical 
histological inflammatory lesions. A few animals 
inoculated with either solution had mild weakness 
or slowness but no histologic lesions. In some 
instances, these signs were explained by coin- 
cidental nonneural disease or trauma. Therefore, 
such mild clinical signs cannot be considered 
pathognomonic of EAE. Other relevant studies 
suggesting that animals have developed clinical 
signs without histological lesions in EAE are 
considered invalid because of the nonspecificity of 
Clinical signs, the occurrence of intercurrent 


disease, the inadequacy or incorrect timing of 
histologic evaluations, or the lack of controls for 
specificity of the signs. Results suggest that reports 
of clinical EAE without histological lesions should 
not be accepted unless there are appropriate 


controls and thorough histological study at various 
points in time, as well as rigorous exclusion of 
other causes for the putative clinical signs. (13 
refs.) 


New York Medical College 
New York, New York 


1907 NIKLOWITZ, WERNER J.; & MANDY- 
BUR, THADDEUS I. Neurofibrillary 
changes following childhood lead enceph- 
alopathy. /ournal of Neuropathology and 
Experimental Neurology, 34(5):445-455, 
1975. 


A patient who survived a childhood lead 
encephalopathy to die over 40 years later in a state 
of severe mental deterioration is reported. At age 
2% years, the patient was diagnosed as a case of 
chronic plumbism with lead encephalopathy. 
Treatment consisted of calcium lactate, ferrum 
reductum, and sodium biphosphate, and the 
patient was discharged when symptoms of acute 
intoxication cleared. The patient did not talk again 
until age 5 years, when a slowly progressive MR 
commenced. The patient later suffered minor 
seizures and grand mal attacks. After a series of 
recurrent severe seizures, moodiness, irritability, 
and tantrums, he was permanently _ institu- 
tionalized at the age of 26 years. He expired at age 
41 as a result of bilateral lower lobe pneumonia 
secondary to fever following abdominal perineal 
resection for papillary adenocarcinoma. He was in 
a state of severe mental deterioration. Post 
mortem examination revealed diffuse cortical 
atrophy, most severe in the temporal lobes, but 
found in decreasing order of severity in the 
hippocampi, amygdaloid nuclei, and _ frontal 
cortex. Numerous pyramidal cells of the forebrain 
grisea contained Alzheimer’s neurofibrillary 
tangles. The remaining pyramidal cells of the 
hippocampi exhibited granulovacuolar degenera- 
tion, and many senile plaques were present in the 
atrophic temporal cortex. Electron microscopic 
examination revealed many 800 A twisted tubules 
in the tangles. The possibility that lead poisoning 
could have caused the appearance of Alzheimer’s 
fibrillary tangles is discussed. (34 refs.) 


University of Indiana Medical School 
Indianapolis, Indiana 46202 
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1908 FISCHER, JOSEF E.; & BALDESSARINI, 
ROSS Jj. Neurotransmitter metabolism in 
hepatic encephalopathy. New England 
Journal of Medicine, 293(22):1152-1153, 
1975. (Letter) 


A recent review (Moskowitz and Wurtman, 1975) 
of hepatic encephalopathy misrepresents the 
false-neurotransmitter hypothesis. It is improbable 
that octopamine is the cerebrotoxin in hepatic 
encephalopathy; many abnormalities of neuro- 
transmitter metabolism occur in the brain, 
including decreased norepinephrine, increased 
serotonin, and increased octopamine. There is 
evidence that octopamine can be synthesized from 
amino acids in brain and that brain levels of 
octopamine and tyrosine are closely related in 
animals with hepatic insufficiency. Depletion of 
norepinephine in brains of animals with hepatic 
failure appears to reflect diminished synthesis 
secondary to excesses of aromatic amino acids 
available to the required enzymes as well as a 
competition for neuronal storage sites by octo- 
pamine and other aromatic amines. Deranged 
amino acid patterns are probably very important 
in hepatic encephalopathy. (8 refs.) 


Massachusetts General Hospital 
Boston, Massachusetts 


1909 POLLACK, MICHAEL A.; GROSE, 
CHARLES; & FRIEND, HAROLD. 
Measles associated with Bell palsy. Ameri- 
can Journal of Diseases of Children, 
129(6):747, 1975. (Letter) 


A case of facial paresis occurred early in the course 
of rubeola uncomplicated by otitis media in an 
18-month-old girl. Antibody studies showed a 
measles hemagglutination inhibition titer of less 
than 1:8 upon hospital admission, while that of a 
second serum sample 8 days later was 1:128. No 
antibodies to mumps, cytomegalovirus, varicella- 
zoster, or Epstein-Barr virus were found. No 
detectable measles antibody was seen in the spinal 
fluid. Facial strength improved within a week 
(with the only therapy consisting of aspirin for 
fever), and no weakness could be demonstrated 3 
weeks after onset. In a series of 61 cases of facial 
palsy in childhood, only 3 were associated with 
viral infection. One case of facial palsy has been 
reported after measles vaccination. Although the 
association of measles and facial paresis in the 
present case may have been coincidental, the 
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prodromal onset of facial palsy as well as the 
occasional coexistence of measles meningoenceph- 
alitis and polyneuropathy suggests that neuro- 
pathy may be a direct effect of the virus. (5 refs.) 


Department of Neurology 
Albert Einstein College of Medicine 
Bronx, New York 


1910 THALER, M. MICHAEL; & HOOGEN- 
RAAD, NICHOLAS J. Reye’s syndrome. 
Lancet, 2(7945):1154, 1975. (Letter) 


The pertinence of the findings of Lee et al. (Sept. 
27, p. 606) to Reye’s syndrome remains uncertain. 
Their suggestion that the abnormal properties of 
ornithine transcarbamylase found by us in a 
patient with Reye’s syndrome may be an artefact 
produced by the enzyme assay conditions is 
unfounded, since the liver biopsy from the patient 
was assayed at the same time and under the same 
Conditions as a control which showed no substrate 
inhibition and had Michaelis constants similar to 
published values. Although the highest concentra- 
tion of the variable substrate, ornithine, was below 
the Michaelis constant obtained for the patient, 
the difference in Michaelis constants between the 
patient and control was so great (18 times higher) 
that the claim of an abnormal ornithine 
transcarbamylase for the patient seemed justified. 
In addition, Lee et al. employed an unmodified 
form of a crude assay procedure for ornithine 
transcarbamylase which produced errors due to 
rapid formation of urea and CO, from carbamyl 
phosphate at elevated pHs. (4 refs.) 


Department of Pediatrics 
University of California 
San Francisco, California 94143 


1911 GOSLING, PAULA H. Treatment of 
herpes simplex with co-trimoxazole. 
British Medical Journal, 1(5948):41, 1975. 
(Letter) 


Eighty to 85 percent of patients with herpes 
simplex respond to early treatment with cotrimo- 
xazole. Although the lesions usually abort or 
resolve within 2 or 3 days, treatment is continued 
for a week to reduce the incidence of recurrences. 
Two tablets are given twice daily to adults, and 
proportionate doses are administered to children. 
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The same daily dosage is used for herpes Zoster, 
but treatment is continued for 10 to 14 days. 
Concurrent treatment with penicillin nullifies the 


effect. Amantadine (100mg twice daily) is 
sometimes successful in patients who do not 
respond to cotrimoxazole. (2 refs.) 


Craig Phadrig Hospital 
Inverness, Scotland 


1912 Prevention of Haemophilus influenzae 
meningitis. Lancet, 2(7924):65-66, 1975. 
(Editorial) 


Prevention of Haemophilus influenzae (H. influ- 
enzae) by oral vaccination with suitable strains of 
Escherichia coli (E. coli) is discussed. An 
experiment is reviewed in which 16 healthy adult 
volunteers were fed &. co/i before breakfast and 
the strain was recovered in their feces for 3 to 8 
weeks afterwards; all volunteers developed anti- 
bodies bactericidal for H. influenzae type b. I|t is 
theorized that since almost all strains of H. 
influenzae from cases of meningitis have a type b 
capsule, and there is evidence that the corre- 
sponding antibody is protective, the feeding of 
FE. coli to children at the age of 3-6 months might 
well immunize them against Haemophilus meningi- 
tis. A study in Czechoslovakia is cited in which 
newborn infants were fed &. co/i strains and 
developed an antibody response when the intestine 
was colonized. The &. co/j strains used show no 
evidence of enteropathogenicity, but they are not 
entirely avirulent (urinary-tract infection may 
result). Since babies are bound to be colonized by 
similar organisms naturally, the process should be 
safe, provided the strains do not cause diarrhea or 
other illness. Haemophilus meningitis, though not 
common, is a serious illness, and the use of a 
vaccine given simply by mouth might be 
worthwhile, provided it could be shown to be both 
safe and protective. The use of clinical trials, first 
in small groups and later in larger, is recommended 
to obtain proof of safety. (20 refs.) 


1913 GEBER, WILLIAM F.; & SCHRAMM, 
LEE C. Congenital malformation of the 
central nervous system produced by 
narcotic analgesics in the hamster. Ameri- 
can Journal of Obstetrics and Gynecology, 

123(7):705-713, 1975. 


A variety of narcotic and related compounds were 
administered to pregnant hamsters during critical 
periods of central nervous system organogenesis, 
and maternal dose-fetal teratogenic response data 
were evaluated. Increases of maternal doses of 
heroin, thebaine, phenazocine, pentazocine, 
propoxyphene, and methadone resulted in in- 
creased numbers of abnormal fetuses. The number 
of fetal anomalies was increased after morphine, 
hydromorphone, and meperidine only up to a 
certain dose level. Repetitive doses of heroin and 
methadone resulted in a 4 to 6-fold increase in 
fetal anomalies, while the percentage of mal- 
formed fetuses after hydromorphone was the same 
for single and multiple doses. The teratogenic 
effects of both single and multiple doses of the 
narcotics were blocked by nalorphine, naloxone, 
levallorphan, and cyclazocine. All 4 antagonists 
attenuated the teratogenic activity of the various 
narcotic agonists of differential structural com- 
position but were nonteratogenic themselves in the 
doses studied. (36 refs.) 


Department of Pharmacology 
Medical College of Georgia 
Augusta, Georgia 30902 


1914 BROWN, R. S.; & BOWER, B. D. Neonatal 
disseminated herpes simplex virus infection 
with encephalitis treated with cytosine 
arabinoside. Developmental Medicine and 
Child Neurology, 17(4):493-516, 1975. 


The first proven case of herpes simplex enceph- 
alitis in a newborn infant treated with cytosine 
arabinoside (Ara C) is reported. S was started at 
age 20 days on Ara C given by daily intravenous 
infusions for 12 days (10mg/kg to start, followed 
by 8mg/kg/day for 4 days, then 6.5mg/kg/day for 
2 days by daily intravenous infusion). Anticonvul- 
sant therapy, dexamethasone, and furosemide 
were also given. S was discharged at 6/2 weeks with 
signs of generalized hypotonia and _ feeding 
difficulty which persisted until the death of the 
infant due to sedative overdose. Post mortem 
showed a very small brain (230 grams) due to loss 
of much of the cortex and white matter of the 
cerebral hemispheres, the lost brain being replaced 
by multiple thin-walled cavities and membranes. 
There was histological evidence of necrosis of the 
neuronal layers of the hippocampus and replace- 
ment of damaged tissue by calcification. Cytosine 
arabinoside was used in the patient because of the 
report of its efficiency in several adult patients. 
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Researchers believe that the significant initial 
response of our case was likely to have been the 
result of steroid and diuretic treatment and not to 


the Ara C. (21 refs.) 


Radcliffe Infirmary 
Oxford OX26H, England 


1915 MUN, A. M.; BARDEN, E. S.; WILSON, J. 
M.; & HOGAN, J. M. Teratogenic effects in 
early chick embryos of solanine and 
glycoalkaloids from potatoes infected with 
late-blight, phytophthora infestans. Jera- 
tology, 11(1):73-77, 1975. 


Solanine and other glycoalkaloids extracted from 
blighted potatoes proved to be teratogenic when 
injected into chick embryos between 0-26 hours of 
incubation prior to the formation and closure of 
the neural tube. Various amounts of solanine- 
from 0.015-1.5mg or 0.26mg of a glycoalkaloid 
preparation from field-blighted potatoes infected 
with Phytophthora infestans--were injected into 
each egg in 0.1-or 0.15ml total volume. Chick 
ringer or an adjusted and diluted HCI solution was 
injected into control embryos. After 72 hours, the 
embryos were examined. Ninety percent of the 
control group injected with chick ringer were alive 
and appeared normal; 1 was dead and macerated; 3 
appeared dead with various abnormalities. Most of 
the embryos injected with solanine were dead. The 
percentage of abnormal embryos, living or dead, 
was larger than in the control group. The most 
obvious deformity was rumplessness or absence of 
the tail feather, a defect not found in the control 
group. Remaining embryos showed peculiar tail 
defects probably associated with various stages of 
rumplessness or trunklessness. Solanidine, 
chaconine, and other potato glycoalkoloids are 
being examined for teratogenicity singly or in 
combination with solanine. (19 refs.) 


Department of Zoology and Food Science 
University of Maine 
Orono, Maine 


1916 LONGMORE, H.J.A. Toxoplasmosis in a 
rural practice. British Medical Journal, 
2(5962):94-95, 1975. 


Ten patients involving 5 unrelated families in a 
Scottish rural practice were found to have positive 
Sabin dyetest titers of toxoplasma antibody and 
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presented a variety of clinical symptoms. One case 
was diagnosed quickly after birth, although the 
Classical tetrad of Sabin was not present. A woman 
remained undiagnosed for several months; pre- 
sumably, the infection was established before 
conception and sufficient antibodies had been 
formed to protect the fetus, since she was 
delivered of a completely normal infant. Sarcoid- 
Osis was suspected in another woman until the 
high dye-test titerof 8192 was found. In a further 
family, the husband was found to be infected only 
after the diagnosis had been made in his wife; the 
couple was also found to have been infected with 
brucellosis. A brother and sister who were twins 
and their mother had almost certainly been 
infected by their cats. (8 refs.) 


Lochmaben 
Lockerbie DG11 1NH, Scotland 


1917 LOVEJOY, F. H., JR.; BRESNAN, M. J.; 
LOMBROSO, C. T.; & SMITH, A. L. 
Anticerebral oedema therapy in Reye’s 
syndrome. Archives of Disease in Child- 
hood, 50(12):933-937, 1975. 


Conservative management combined with vigorous 
anticerebral edema therapy gave an_ overall 
mortality rate of 31 percent among a total of 16 
patients suffering from Reye’s syndrome over a 
3-year period, with 5 of 10 patients recovering 
from stage IV. Six out of the 16 with illness 
confined to stages II and III recovered without 
neurological sequelae. A change in clinical status, 
usually a reversal to a less severe stage and an 
improved EEG, was observed within hours of 
Starting anticerebral edema therapy. Neurological 
sequelae (memory deficit, hemiparesis, hemibal- 
lismic movements, and delayed motor milestones) 
that were present in stage IV survivors at discharge 
were absent 12 months later. The total duration of 
all stages for those who lived was 82 hours, 
compared to 58 hours for those who died, which 
indicates a rapidly progressive illness when fatal. 
The risks of lumbar puncture in the presence of 
cerebral edema (stages I11 and IV) are emphasized. 
Conservative management with vigorous anticere- 
bral edema therapy in severe cases has a mortality 
rate comparable to that occurring in exchange 
transfusion and peritoneal dialysis. (17 refs.) 


Children’s Hospital Medical Center 
300 Longwood Avenue 
Boston, Massachusetts 02115 
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1918 NICHOLLS, S.; GILL, D.; & CRASKE, J. 
Reye’s syndrome associated with acute 
tubular necrosis. Archives of Disease in 
Childhood, 50(12):960-962, 1975. 


Two cases of children (ages 6 and 10) with Reye’s 
syndrome are reported, both of whom developed 
renal failure and in one of whom the syndrome 
followed an influenza A virus infection. The 
following features of Reye’s syndrome were shown 
in both cases: a prodromal illness, a clinical picture 
of encephalopathy with convulsions, transitorily 
raised serum transaminases with minimal rise in 
bilirubin, abnormal coagulation tests, and raised 
blood ammonia levels. In case 2 there was marked 
hyperventilation, and the liver histology was 
considered compatible with a diagnosis of Reye’s 
syndrome, Renal biopsy confirmed the presence of 
acute tubular necrosis, with recovery of renal 
a after a period of peritoneal dialysis. (6 
refs, 


Department of Pediatrics 
Guy’s Hospital 
London SE1 9RT, England 


1919 SCHOENBAUM, STEPHEN C.; BIANO, 
STELLA; & MACK, THOMAS. Epide- 
miology of congenital rubella syndrome. 
The role of maternal parity. /ournal of the 
American Medical Association, 
233(2):151-155, 1975. 


A serologic survey of 3,081 pregnant women and 
case-control studies comparing groups of children 
with rubella syndrome to birth certificate and 
hospital control groups were undertaken to test 
the hypothesis that children are the major source 
of infection for pregnant women. Serologic data 
failed to show an increase in prevalence of rubella 
antibody with increasing parity. The case-control 
studies showed that in both endemic and epidemic 
periods, the principal impact of rubella in 
pregnancy is on primiparae, and, in particular, on 
young primiparae. This finding is consistent with 
the concept that most persons who contract 
rubella as adults do so through contact with other 
adults. The results refocus attention on the 
direction of rubella vaccination policy. The 
selective and efficient vaccination of adolescent 
girls seems preferable to vaccination of children of 
both sexes, ages 1 through 12 years, as has been 
recommended in the United States. (12 refs.) 


Division of Infectious Diseases 
Peter Bent Brigham Hospital 
721 Huntington Avenue 
Boston, Massachusetts 02115 


1920 LANDRIGAN, PHILIP J.; MCKINNEY, 
ALEXANDER S.; HOPKINS, LINTON C.; 
RHODES, WALLACE W., JR.; PRICE, 
WILLIAM A.; & COX, DENNIS H. 
Chronic lead absorption. Result of poor 
ventilation in an indoor pistol range. 
Journal of the American Medical Associa- 
tion, 234(4):394-397, 1975. 


Three cases of mild lead poisoning were discovered 
recently among instructors at an indoor pistol 
range. The cases were characterized by blood lead 
levels greater than 100 ug/100ml, free erythrocyte 
protoporphyrin levels greater than 450ug/100ml 
of red blood cells, abdominal pain, and, in 1 
instance, slowing of motor and sensory nerve 
conduction velocity. Fragmentation of bullets 
during firing and explosive vaporization of primer, 
the highly explosive compound that is struck by 
the percussion hammer of the revolver and 
explodes to ignite the gunpowder, appear to have 
been 2 sources of airborne lead at the firing line. 
Ventilation in the range was inadequate, and 
chronic exposure to airborne lead caused excessive 
lead absorption. Modifications are underway in the 
range to increase air supply sixfold and exhaust 
capacity 20 percent. (13 refs.) 


Bureau of Epidemiology 
Center for Disease Control 
Atlanta, Georgia 30333 


1921 RUBEN, FREDERICK L.; & MICHAELS, 
RICHARD H. Reye syndrome with asso- 
ciated influenza A and B infection. Journal 
of the American Medical Association, 
234(4):410-412, 1975. 


Thirteen children with Reye’s syndrome seen in 
early 1974 and 6 children with Reye’s syndrome 
seen during February, 1975, were studied for 
laboratory evidence of concomitant viral infection. 
Influenza B/Hong Kong was isolated from the 2 
other patients. Serologic study of the 1974 cases, 
employing hemagglutination-inhibition and com- 
plement fixation tests, suggested concomitant or 
recent infection with influenza B in all but 3 
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patients. Influenza A/Port Chalmers was recovered 
from 3 of 6 1975 cases, and all 6 showed 
significant antibody rises to influenza A. The 
results indicated that influenza viruses are more 
likely than other viruses to provide the trigger 
mechanism for the development of Reye’s 
syndrome _ in_ susceptible children and _ that 
appropriate methods (promptly inoculated 
embryonated eggs and well-timed collection of 
sera for antibody determination) may be necessary 
to determine the extent of infection with 
influenza viruses. (8 refs.) 


Department of Medicine 
Montefiore Hospital 

3459 Fifth Avenue 

Pittsburgh, Pennsylvania 15213 


1922 LAWSON, JAMES H. Radioactive bromide 
partition test and mumps meningoenceph- 
alitis. British Medicai Journal, 
2(5970):560-561, 1975. (Letter) 


A radioactive bromide partition test in a 7-year-old 
boy with mumps meningoencephalitis was indica- 
tive of tuberculous meningitis. The critical serum: 
cerebrospinal fluid (CSF) ratio was within the 
range of tuberculous meningitis, but tubercle 
bacilli were not seen in the CSF, there was no 
evidence of tuberculosis elsewhere, and there was 
no family history of tuberculosis. EEG showed 
focal disturbances unlikely to be associated with a 
space-occupying lesion and compatible with a 
meningitis process. Mumps meningitis was sug- 
gested by exposure to mumps, prolonged fever, 
and higher cell counts in the CSF. Antituberculosis 
drugs were withheld, and the patient made an 
uneventful recovery. Although the radioactive 
bromide partition test is a useful aid in the 
differential diagnosis of lymphocytic meningitis, it 
should be examined in conjunction with other 
clinical and pathological findings. (2 refs.) 


Ruchill Hospital 
Glasgow, Scotland 


1923 MARONI, E.; & MUNZINGER, J. Post- 
partum rubella vaccination and anti-D 
prophylaxis. British Medical Journal, 
2(5970):541-542, 1975. 


Experience with 48 antenatal patients indicated 
that the administration of rubella antibodies with 
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anti-D immunoglobulin preparations from pooled 
human sera postpartum did not delay or prevent 
active immunity against rubella virus. Rubella 
hemagglutination titers were found 3 and 6 weeks 
after delivery in previously seronegative patients 
who received rubella vaccine 5 days after delivery 
and both rhesus-negative and_ rhesus-positive 
patients who received anti-D prophylaxis within 
48 hours of delivery followed 3 days later by 
rubella vaccine. Two patients responded poorly, 
including a patient who received 3 units of blood 
at delivery. When a blood transfusion is given at 
delivery, rubella vaccination should be postponed. 
(3 refs.) 


Department of Obstetrics 
and Gynaecology 

University of Zurich 

8006 Zurich, Switzerland 


1924 Meningococcal meningitis. British Medical 
Journal, 2(5971):625, 1975. 


Epidemiological reports from a number of 
countries indicate an increased incidence of 
meningococcal septicemia and meningitis in recent 
years. Brazil, Finland, and the United States are 
among countries reporting a high proportion of 
sulphonamide-resistant strains of meningococci. Of 
144 strains reported in 1975, 8 percent were 
resistant to sulphonamide at a concentration of 
5Oug/mi, and 2 percent showed moderate 
resistance. Although sulphonamides should still be 
used for prophylaxis against meningococcal 
infections in most instances in England and Wales 
(where isolates which are sensitive to sulphona- 
mide still seem prevalent), continued careful 
surveillance of the disease and its causative 
organism is indicated. 


1925 CHANDRA, R. K. Reduced secretory 
antibody response to live attenuated 
measles and poliovirus vaccines in malnour- 
ished children. British Medical Journal, 
2(5971):583-585, 1975. 


Comparison of 20 malnourished and 20 matched 
healthy controls after immunization with live 
attenuated measles or poliovirus vaccines indicated 
impaired secretory antibody response in malnour- 
ished children. Estimates of serum and nasophar- 
yngeal IgA antibody levels were obtained after 
immunization with a single dose of live attenuated 
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measles or poliovirus vaccine. Although serocon- 
version and serum neutralizing antibody titers 
were not significantly different in the 2 groups, 
secretory IgA antibody was found significantly less 
often in undernourished children. In this group, 
the antibody appeared later, and its maximum 
level was significantly lower. Reduced secretory 
antibody response to these vaccines, combined 
with impairment of other immune reactions, may 
explain the frequency and severity of infections 
among malnourished children. (24 refs.) 


Jareway Health Centre 
St. John’s, Newfoundland, Canada 


1926 KURI-BULOS, NAJWA; & *MCINTOSH, 
KENNETH. Neonatal haemophilus influ- 
enzae infection. Report of eight cases and 
review of the literature. American journal 
of Diseases of Children, 129(1):57-62, 
1975. 


Although a survey of cervical culture among 
normal and pregnant women yielded Haemophilus 
influenzae (H. influenzae) in less than 1 percent, 8 
cases of neonatal H. influenzae reported at 1 
hospital during a 3%-year period were confirmed 
by cultures from maternal genital tracts. Four of 
these cases were due to nontypable organisms and 
4 to type b organisms. Of 4 bacteremic cases, 2 
were type b. None of the patients had meningitis. 
Possible explanations for the substantial increase 
of neonatal H. influenzae infections at this 
hospital include: 1) decreasing levels of maternal 
antibody to virulent strains of H. influenzae; 
improved laboratory techniques for identifying 
this pathogen; and an increasing frequency of this 
type of infection resulting from evolution of the 
organism itself. (43 refs.) 


*Mail Container 2541 

University of Colorado Medical Center 
4200 E. Ninth Avenue 

Denver, Colorado 80220 


1927 FELDMAN, WILLIAM E. Cerebrospinal 
fluid lactic acid dehydrogenase activity. 
American Journal of Diseases of Children, 
129(1):77-80, 1975. 


The level of cerebrospinal fluid (CSF) lactic acid 
dehydrogenase (LDH) activity was useful in 
differentiating bacterial from viral meningitis in 


untreated patients with a presumptive diagnosis of 
meningitis. The prospective study of pediatric 
patients revealed high levels of CSF LDH activity 
in 23 cases of bacterial meningitis, but signifi- 
cantly lower levels of CSF LDH activity in 11 
patients with viral meningitis and 13 controls 
without central nervous system infection. There 
was no correlation between levels of CSF activity 
and specific agents or the amounts of CSF white 
blood cells, protein, and glucose. Determination of 
the level of CSF LDH activity increased the 
number of meningitis cases of unknown etiology 
that could be tentatively classified as bacterial or 
viral. Assessment of these levels, along with 
determination of the CSF blood cells counts and 
protein and glucose levels, can aid in the 
Classification of meningitis before culture results 
are available. (9 refs.) 


Department of Pediatrics 

Medical College of Virginia 

Health Sciences Division 

Virginia Commonwealth University 
Richmond, Virginia 23298 


1928 NEED, JILLIAN A. Pre-eclampsia in 
pregnancies by different fathers: immunol- 
ogical studies. British Medical journal, 
1(5957): 548-549, 1975. 


The possible role of immunogenetic factor in 
pre-eclampsia was studied in a complex family unit 
involving a woman with 2 pregnancies by separate 
fathers. The first, a multiple gestation, was 
uncomplicated, while the second, a singleton 
gestation, was associated with severe preeclampsia. 
In the one-way mixed lymphocyte culture, the 
response of the maternal lymphocytes against 
father 2 was 8 times greater than father 1. Only 2 
HL-A antigens were shown in father 1, and he may 
have been homozygous for these antigens. Both 
antigens were carried also by the mother. The 
mother’s raised seromucoid levels were consistent 
with previous findings that clinically severe 
toxemic pregnancies are associated with sero- 
mucoid levels above the normal range, which 
might represent a nonspecific immunologic 
response of the mother to her fetal antigenic 
challenge. (9 refs.) 


Department of Obstetrics and 
Gynaecology 

University of Leeds 

Leeds LS2 ONG, England 
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1929 MANNING, F.; WYN PUGH, E.; & 
BODDY, K. Effect of cigarette smoking on 
fetal breathing movements in normal 
pregnancies. British Medical Journal, 
1(5957):552-553, 1975. 


Eighteen heavy smokers delivered of normal, 
healthy infants following uncomplicated pregnan- 
cies of 32 to 38 weeks’ gestation were studied for 
the effect of cigarette smoking on the incidence of 
fetal breathing movements. All the women 
abstained from smoking for at least 12 hours 
before the study. In each case, the smoking of 2 
Cigarettes caused a fall in the proportion of time 
that fetal breathing movements were observed. 
During the control period (mean 40 mins), fetal 
chest wall movements were present for an average 
of 65 percent of the time. The incidence of fetal 
breathing movements fell to 50 percent within 5 
mins after beginning the first cigarette and to a 
minimum of 45 percent at about 35 mins. The 
reduction in fetal breathing movements was 
statistically highly significant (p<0.001). (5 refs.) 


Nuffield Institute for Medical Research 
Oxford OX3 9DS, England 


1930 HIRSCHBERGER, MOSHE; & KLEIN- 
BERG, FREDRIC. Maternal phenytoin 
ingestion and congenital abnormalities: 
report of a case. American fournal of 
Diseases of Children, 129(8):984, 1975. 
(Letter) 


A combination of gastrointestinal tract, genitouri- 
nary tract, and dermatologic abnormalities was 
reported in the case of a male infant born to a 
28-year-old woman who had taken phenytoin 
sodium continuously throughout pregnancy. 
Although it is not definitely known that ingestion 
of phenytoin caused the anomalies, the possibility 
of having a malformed child is reportedly 2 to 3 
times greater in epileptic women who receive 
phenytoin continuously early in pregnancy than in 
normal women. The most common abnormalities 
associated with ingestion of the drug in pregnancy 
have been cleft lip and palate, congenital heart 
disease, skeletal abnormalities, and abnormalities 
of the central nervous system. (7 refs.) 


Mayo Clinic and Mayo Foundation 
200 First Street SW 
Rochester, Minnesota 55901 


1931 AMSTEY, MARVIN S.; & ST. GEME, 
JOSEPH W., JR. Neonatal risk following 
late gestational genital herpesvirus hominis 
infection. American Journal of Diseases of 
Children, 129(8):985, 1975. (Letter) 


The importance of cytologic diagnosis of genital 
herpesvirus infection in patients very close to term 
or patients in labor with intact membranes is 
stressed in a comment on a previous case (St. 
Geme et al., 1975) in which virologic confirmation 
was too late. Genital labial lesions were noted 5 
days before delivery, but confirmation of herpes- 
virus did not become available until the time of 
delivery. Cytologic smears of lesions, fixed and 
stained by the Papanicolaou technique, can 
confirm the infection within hours. St. Geme’s 
reply notes that further resolution of instant 
diagnosis may also come from immunofluorescent 
microscopy of samples from lesions and the 
cervico-vaginal outlet. (2 refs.) 


Department of Obstetrics and 
Gynecology 

Highland Hospital 

South Avenue and Bellevue Drive 

Rochester, New York 14620 


1932 FRANCIS, DONALD P.; *HERRMANN, 
KENNETH L.; MACMAHON, JAMES R.; 
CHAVIGNY, KATHERINE H.; & 
SANDERLIN, KAREN C, Nosocomial and 
maternally acquired herpesvirus hominis 
infections. A report of four fatal cases of 
neonates. American Journal of Diseases of 
Children, 129(8):889-893, 1975. 


Herpesvirus hominis type 2 was responsible for 4 
fatal cases of neonatal herpes simplex infection 
which occurred during a 2-month period in the 
perinatal intensive care unit of a hospital. Three of 
the infants were probably infected jn utero or at 
delivery and developed symptoms in the first week 
of life. However, signs of illness did not develop in 
the fourth newborn infant until 6 weeks of age. 
Since this interval is much longer than would be 
expected if the disease were acquired at birth, this 
infant was probably infected through indirect 
contact with one of the other ill newborn infants. 
The possibility of nosocomial spread of herpes 
simplex virus within a hospital nursery underlines 
the importance of uncompromised nursery tech- 
niques. (11 refs.) 
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Virology Division 

Department of Health, Education and 
Welfare 

Public Health Service 

Center for Disease Control 

Atlanta, Georgia 30333 


1933 FULTON, R. E.; & MIDDLETON, P. J. 
Immunofluorescence in diagnosis of 
measles infections in children. Journal of 
Pediatrics, 86(1):17-22, 1975. 


The nasopharyngeal cells of 24 pediatric patients 
diagnosed as in the prodromal phase or with 
established measles were examined by indirect 
immunofluorescence microscopy for the presence 
of measles antigen. Measles virus antigen was 
detectable by the immunofluorescent antibody 
technique in 18 of them (75 percent), whereas 
none of the 24 specimens yielded measles virus in 
cell culture. In 10 of the 18 patients it was 
necessary to remove masking globulins from the 
antigen-containing cells prior to staining. The 
results obtained by immunofluorescence were 
supported by cytologic and serologic findings, 
when available. The study indicated that the 
indirect immunofluorescent antibody technique is 
a sensitive, rapid, and reliable technique for 
laboratory diagnosis of measles infection. Using 
this method, virus antigen can be detected at later 
stages of infection than virus can be isolated in cell 
culture or giant cells demonstrated by cytologic 
means, thus permitting flexibility in the timing of 
specimen taking. (30 refs.) 


Department of Virology 
Hospital for Sick Children 
Toronto, Ontario, Canada 


1934 RAUH, JOSEPH L.; SCHIFF, GILBERT 
M.; & JOHNSON, LOIS B. Follow-up 
studies of rubella vaccinees at adolescence. 
Journal of Pediatrics, 86(1):138-140, 
1975. 


The results of follow-up surveillance and postvacci- 
nation rubella hemagglutination-inhibition (HI) 
antibody studies on adolescent girls attending the 
Princeton School District (PSD) and the Adoles- 
cent Clinic (AC) at the University of Cincinnati 
and Children’s Hospital Medical Centers (Cincin- 
nati, Ohio) were compared. Thirty-three PSD girls, 
vaccinated at 14 to 16 years of age, were retested 








for rubella HI antibody 2 and/or 3 years after the 
Cendehill vaccination. The AC immunized 81 girls 
in a 4-year period, 17 of them receiving 
HPV-77,DE-5, and 64 receiving Cendehill vaccine. 
Thirty-seven AC girls were retested at 24 to 36 
months, 20 with Cendehill vaccine, and 17 with 
HPV-77,DE-5 vaccine. Both the PSD and AC 
adolescent females had a high percentage (26-30 
percent) of fourfold or greater decrease in rubella 
HI antibody. This finding was in sharp contrast to 
the PSD preadolescent vaccinees, who had only a6 
percent decrease in antibody titer; they were 
retested at a longer interval after immunization 
than the adolescent groups. In addition, the 
percentage of AC girls who had titers less than 1:8 
again with both Cendehill and HPV-77,DE-5 
vaccines (11 and 14 percent, respectively) was 
slightly higher than that of preadolescent PSD girls 
or other reported studies with these vaccines. (10 
refs.) 


Adolescent Clinic 
Pavilion Building 
Elland Avenue 
Cincinnati, Ohio 45229 


1935 NATHENSON, GERALD; SPIGLAND, 
ILYA; & EISENBERG, ROBERT. Benign 
neonatal arrhythmias and Coxsackie B 
virus infection. /ournal of Pediatrics, 
86(1):152-153, 1975. (Letter) 


The symptomatology of 2 newborn _ infants 
suggested an association between Coxsackie B3 
and Bs virus infections and transient disturbances 
of heart rhythm, which may represent manifesta- 
tions at one end of a spectrum of cardiac disease. 
Transient arrhythmias persisted for 4 days and 
then disappeared in the first infant; in the second 
infant, premature ventricular contractions 
diminished in frequency over a 2-week period, but 
rare extrasystoles persisted for a total time of 3 
months. In the first case, the presence of 
Coxsackie B3 virus in the throat, elevated serum 
concentration of immunoglobulin M, and greater 
serum antibody titer in infant than in mother at 
birth clearly indicated that the infection was 
acquired in utero. The second case demonstrated a 
significant increase in serum antibody titer to 
Coxsackie Bs virus from birth to 2 months of age, 
indicative of infection acquired late jin utero. 
These patients were born during a year in which 
the overall incidence of neonatal arrhythmias had 
a marked increase in this particular nursery, 
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associated with an outbreak of infection due to 
Coxsackie virus in the community of the same 
Strains as those found in the newborn infants who 
had cardiac arrhythmias. (4 refs.) 


Department of Pediatrics 

Albert Einstein College of Medicine 
Morrisania City Hospital 

168th Street and Gerard Avenue 
Bronx, New York 10452 


1936 *MARINO, JOSEPH T., JR.; **SOTELO- 
AVILA, CIRILO; TAYLOR, FRED M.; & 
EWING, CHARLES W. Amplification of 
primary amebic meningoencephalitis. /our- 
nal of Pediatrics, 86(1):160-161, 1975. 


The confusion in the literature on primary amebic 
meningoencephalitis (PAM), the small number of 
reported survivors, and the uniqueness of a 
recently reported case make further amplification 
of PAM necessary. The common etiologic agents 
for PAM are WNaegleria, Hartmannella, and 
Acanthamoeba; the order Myxomycetale is too 
broad a term to include among the causative 
organisms. Two clinical forms of PAM exist, 
separated into swimming-connected and non- 
swimming-connected cases from _ the clinical, 
pathologic, and epidemiologic standpoint. Hart- 
mannella-Acanthamoeba infections present a more 
variable picture than do Naegleria infections. The 
case reported may have been due to Hartmannella 
rather than WNaegleria. The sole survivor of a 
well-documented Naeg/eria infection was treated 
with penicillin, ampicillin, and sulfadiazine and 
then received amphotericin. Hartmannella- 
Acanthamoeba infections have been treated with 
penicillin, streptomycin, amphotericin, and sulfa 
drugs. The use of dexamethasone is controversial. 
A higher index of suspicion and better knowledge 
of optimal therapy may lead to more survivors in 
the future. (22 refs.) 


*Laboratory of Parasitic Diseases 

National Institute of Allergy and 
Infectious Diseases 

Bethesda, Maryland 20014 


** University of Tennessee College 
of Medicine 

848 Adams Street 

Memphis, Tennessee 38103 


1937 ST. GEME, JOSEPH W., JR.; BAILEY, S. 
RUSH; KOOPMAN, JAMES S.; OH, 
WILLIAM; HOBEL, CALVIN J.; & IMA- 
GAWA, DAVID T. Neonatal risk following 
late gestational genital herpesvirus hominis 
infection. American Journal of Diseases of 
Children, 129(3):342-343, 1975. 


Five infants of mothers with genital herpesvirus 
hominis (HVH, herpes simplex virus) infection late 
in pregnancy were all normal at 2-month and 
4-year followup. There were no physical findings 
of perinatal infection in 2 of the infants, and virus 
was not isolated from their oropharynges or urine. 
One other infant was also normal at birth, but was 
treated with commercial gamma-globulin in 
expectation of infection. The fourth infant 
developed a scalp lesion which was attributed to 
forceps trauma and was not submitted for 
virological assay; this infant was normal at 2 
months. The last infant, whose mother developed 
lesions at 32 weeks’ gestation, was normal at birth 
5 weeks later. During the same period, 4 infants 
were admitted to hospital with HVH infection, but 
no maternal genital infection had been verified 
before delivery. Expanded prospective clinical and 
virological studies are needed to define the 
previously reported risk of maternal genital HVH 
infection to the newborn infant. (3 refs.) 


1000 West Carson Street 
Torrance, California 90509 


1938 MARIER, ROBERT; RODRIGUEZ, 
WILLIAM; CHLOUPEK, ROBERT J.; 
BRANDT, CARL D.; KIM, HYUN WHA; 
BALTIMORE, ROBERT S.; PARKER, 
CLARENCE L.; & *ARTENSTEIN, MAL- 
COLM S. Coxsackievirus BS infection and 
aseptic meningitis in neonates and chil- 
dren. American jfournal of Diseases of 
Children, 129(3):321-325, 1975. 


Major outbreaks of coxsackievirus BS occurred in 
metropolitan Washington, D.C., during the sum- 
mer and fall of 1972, with aseptic meningitis 
commonly associated with this agent. The clinical 
course in several newborns with meningitis 
admitted to Walter Reed Army Hospital, along 
with the failure to incriminate bacterial organisms, 
the occurrence of an increasing number of similar 
cases in the community, and the recovery of 
coxsackievirus B5 from clinical specimens sug- 
gested that an epidemic of the community was 
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possible. Between June and October 1972, 104 
patients less than 15 years of age in Washington 
were determined to have aseptic meningitis; 
incidence of the disease peaked in July and again 
in October. Between June and September, 50 
percent of the cases were in children less than 1 
year old, while in October only 15 percent were in 
children of that age. Coxsackievirus was not 
isolated after September, but no difference in 
clinical characteristics was observed between 
children who did or did not have coxsackievirus 
B5 infection. Enterovirus surveillance conducted 
at both a local and national level suggests a 5- or 
6-year periodicity of coxsackievirus B5 infections. 
(20 refs.) 


*Department of Bacterial Diseases 

Walter Reed Army Institute of 
Research 

Washington, D.C. 20012 


1939 SCHIFF, GILBERT M.; LINNEMANN, 
CALVIN C., JR.; SHEA, LINDA; ROTTE, 
THOMAS; GRUNDY, BETTY; & ASHE, 
HENRY S. Rubella and measles serosurvey 
among a nonurban pediatric population. 
American Journal of Diseases of Children, 
129(3):312-314, 1975. 


Nonurban elementary school students (kinder- 
garten through ninth grade) in Minocqua Town- 
ship, Wisconsin, were tested for rubella immunity 
and for measles immunity. Results of the 
serosurvey of 1,273 children indicated that the 
overall susceptibility rate (SR) to rubella was 24.3 
percent, with the highest rates being 48 percent in 
kindergarten and 34.4 percent in the ninth grade. 
In all 4 elementary schools and the central high 
school, the immunity based on serologic testing 
was greater than the immunity based on history. 
The overall SR for measles was 16.3 percent, with 
a trend toward lower SR with increased age or 
attendance in school. There was significant 
variation in SR in the various schools involved, and 
SRs were similar to those found in urban 
populations. The data point to the need for 
further immunization efforts. (10 refs.) 


Infectious Disease Division 

7th Floor 

University of Cincinnati College of 
Medicine 

Cincinnati, Ohio 45267 


1946 BARKIN, ROGER M. Measles mortality: 
analysis of the primary cause of death. 
American Journal of Diseases of Children, 
129(3):307-309, 1975. 


Age, sex, and race characteristics of 454 persons 
who died of measles from 1964 (following the 
licensure of live measles vaccine) through 1971 
were reviewed to determine the primary cause of 
death. Respiratory or neurological complications 
of measles or both accounted for almost 90 
percent of the deaths attributed to measles, with 
the relative percentage changing with age. In 
younger children, death was most often attributed 
to respiratory problems, while encephalitis and 
other neurologic complications of measles accoun- 
ted for more deaths in the 10-14-year-old group. 
From 1964 through 1971, 16.7 percent of the 
death certificates reviewed noted some underlying 
pathologic condition. Nearly one half (46.1 
percent) of those with underlying disease at the 
time of death were mentally or physically retarded 
or both, and of these almost half (22.4 percent) 
had Down’s syndrome. (7 refs.) 


Bureau of Epidemiology 
Center for Disease Control 
Atlanta, Georgia 30333 


1941 NAJEM, G. REZA; *RILEY, HARRIS D., 
JR.; ORDWAY, NELSON K.; & YOSHIO- 
KA, HAJIME. Clinical and microbiologic 
surveillance of neonatal staphyloccoccal 
disease: relationship to hexachlorophene 
whole-body bathing. American Journal of 
Diseases of Children, 129(3):297-302, 
1975. 


An outbreak of staphylococcal disease began in a 
neonatal unit of a university hospital 3 weeks after 
the discontinuation of routine whole-body bathing 
of newborn infants with hexachlorophene. After 
the onset of the outbreak all infants and personnel 
were subjected to daily clinical and microbiologic 
surveillance, and 11 cases of neonatal staphylo- 
coccal disease were confirmed bacteriologically. 
During the first 3 weeks of microbiologic 
surveillance (when hexachlorophene was not used) 
the incidence (13 percent) of cultures positive for 
Ccoagulase-positive Staphylococcus aureus was 
highest. When bathing was resumed for 3 weeks on 
every other day, the average incidence was 10 
percent, and incidence was about 1.5 percent 
when daily bathing was reinstituted. However, the 
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reduction in infections brought about by hexa- 
chlorophene must be balanced against its toxicity 
and against the observed control of the outbreak 
by simple enforcement of nursery techniques such 
as hand washing by personnel. (32 refs.) 


*Children’s Memorial Hospital 
P.O. Box 26307 
Oklahoma City, Oklahoma 73126 


1942 WARKANY, JOSEF. A warfarin embryo- 
pathy? American Journal of Diseases of 
Children, 129(3):287-288, 1975. 


Ingestion of warfarin throughout pregnancy is 
suggested as a possible etiologic factor in 4 
children on record whose symptoms resemble the 
Conradi-Hunermann type of chondrodysplasia 
punctata. The occurrence of 4 cases of this rare 
disease in children whose mothers had taken an 
uncommon drug during pregnancy suggests a 
causal connection of the 2 events, but also 
illustrates the difficulties involved in proving this 
connection. The reports on the mothers’ pregnan- 
cies contain many factors other than warfarin 
therapy that must be considered, and the 
possibility of heredity must also be taken into 
account. Also, the possibility of induced embryo- 
pathy must be weighed against the mother s{need 
for drug therapy in prescribing warfarin to 
pregnant woman. Further evaluation of this 
proposed etiological connection is needed. (12 
refs.) 


Children’s Hospital Research 
Foundation 

Institute for Developmental Research 

Cincinnati, Ohio 45229 


1943 BECKER, MELVIN H.; GENIESER, 
NANCY 8B.; FINEGOLD, MILTON; 
MIRANDA, DAIRTON; & SPACKMAN, 
THOMAS. Chondrodysplasia punctata: is 
maternal warfarin therapy a factor? Ameri- 
can journal of Diseases of Children, 
129(3):356-359, 1975. 


Two children of mothers who had been receiving 
warfarin sodium throughout their pregnancies 
were observed to have symptoms of chondro- 
dysplasia punctata. The patients had the clinical 
appearance, especially the facial features, of the 
Conradi-Hunermann type of chondrodysplasia 


punctata, and roentgenograms established the 
diagnosis. The parents did not appear to have the 
disease, and family studies were not available. It 
has been confirmed that warfarin does cross the 
placental barrier and may cause hemorrhages in 
developing cartilage, which would calcify upon 
healing. Roentgenographic studies should be 
considered in infants of mothers who had been 
receiving warfarin-type anticoagulants, to detect 
possible chondrodysplasia punctata. Such studies 
are needed to determine whether warfarin is, in 
fact, a teratogen. (28 refs.) 


Department of Radiology 

New York University Medical Center 
550-560 First Avenue 

New York, New York 10016 


1944 SHAUL, WILLIAM L.; EMERY, HELEN; 
& HALL, JUDITH G. Chondrodysplasia 
punctata and maternal warfarin use during 
pregnancy. American Journal of Diseases 
of Children, 129(3):360-362, 1975. 


An infant was observed whose clinical findings and 
roentgenograms were Consistent with the diagnosis 
of Conradi-Hunermann type of chondrodysplasia 
punctata and whose mother had taken warfarin 
sodium (Coumadin) throughout her pregnancy. 
The patient had nasal deformity and stippled 
epiphyses, which suggest that warfarin compounds 
or their analogues may have a teratological effect 
on embryonic cartilage, particularly nasal and 
vertebral cartilage. The association between this 
rare congenital anomaly and the rare use of 
warfarin during pregnancy is emphasized. Al- 
though the mother was receiving several other 
drugs that might be implicated, the possible 
teratogenic effect of warfarin during the first 
trimester of human pregnancies cannot be ignored. 
(13 refs.) 


*Children’s Orthopedic Hospital 
4800 Sand Point Way NE 
Seattle, Washington 98105 


1945 *ROIZEN, NANCY J.; **HANSON, 
JAMES WILLIAM; SMITH, DAVID W.; 
***PETTIFOR, J. M.; & BENSON, R. 
Teratogenicity of anticoagulants. Journal 
of Pediatrics, 87(5):838-839, 1975. 
(Letters) 
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Among 3 infants with nasal hypoplasia associated 
with skeletal abnormalities considered possible 
cases of congenital malformations associated with 
the administration of oral anticoagulants during 
pregnancy, the combined administration of anti- 
coagulants and anticonvulsants in the third case 
complicates the assignment of responsibility for 
the abnormalities. In this case, anticoagulants were 
discontinued just prior to delivery, while the 
mother continued to take Dilantin and primidone 
for epilepsy. The infant had hypertelorism, a short 
neck, a large tongue, brachydactyly, and hypo- 
plasia and irregular ossification of the distal 
phalanges, in addition to nasal hypoplasia. Since 
many of these features resemble findings in infants 
exposed to hydantoins, it appears that the 
anticonvulsants may have contributed to some of 
the unusual manifestations in this child. However, 
since the fetus was exposed to oral anticoagulants 
for most of the pregnancy, and since the mother in 


this case was the only one of the 3 to be on 
anticonvulsants as well as anticoagulants, it is felt 
that the abnormalities in the 3 infants were related 
to a single common factor, the oral anticoagulants. 
(8 refs.) 


*John F. Kennedy Institute 
Johns Hopkins Hospital 
707 N. Broadway 
Baltimore, Maryland 21205 


** University of Washington 
School of Medicine 
Seattle, Washington 98195 


*** University of the Witwatersrand 
Johannesburg, South Africa 2013 


MEDICAL ASPECTS — Etiologic Groupings 
Hemolytic disorders 


1946 ZAMET, P.; NAKAMURA, H.; PEREZ- 
ROBLES, S.; LARROCHE, Jj. C.; & 
MINKOWSKI, A. Use of critical levels of 
birth weight and ‘free bilirubin’ as an 
approach for prevention of kernicterus. 
Biology of the Neonate, 26:274-282, 
1975. 


The correlation between susceptibility to kernic- 
terus (KI) and critical levels of birth weight and 
free bilirubin (FB) was investigated. Free bilirubin 
and total bilirubin (TB) were determined by blood 
samples from 112 jaundiced newborns: 51 
prematures without hemolysis, 26 _ full-terms 
presenting ABO incompatibility, and 35 newborns 
(both premature and full-term) presenting rhesus 
incompatibility. Kl was observed in 7 cases -- 3 
cases among the infants with rhesus incompatibil- 
ity and 4 cases in the group of premature infants 
without hemolysis. All Kl was found in the group 
of 29 infants having an FB above or equal to 
0.1mg/100mI. However, only 3 of the cases were 
in the group of TB above 20mg/100ml. Therefore, 
factors other than those acting on the albumin- 
bilirubin binding must be considered, particularly 
those acting on the blood-brain barrier and on the 


fixation of the pigment by the neurons. The 
frequency of KI was negligible when birth weight 
was above 2,000g among premature infants. 
However, the incidence of KI was 18 percent 
among 22 premature babies weighing less than 
2,000 who had FB levels between 0.1 and 
0.4mg/100mI. These data apparently justify a 
systematic determination of FB in the premature 
weighing less than 2,000g from the 24th hour of 
life, whether the infant has jaundice or not. (19 
refs.) 


Service de Pediatrie 
Hopital de Montmorency 
F-95160 Montmorency, France 


1947 TOVEY, L. A. DERRICK; & ROBINSON, 
ANGELA E. Reduced severity of Rh- 
haemolytic disease after anti-D immuno- 
globin. British Medical Journal, 
4(5992):320-322, 1975. 


A total of 2,459 Rh-negative women who received 
anti-D immunoglobulin after an Rh-positive 
pregnancy were followed up in at least 1 
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subsequent pregnancy. There was a failure rate of 
1-2 percent after anti-D immunoglobulin prophy- 
laxis. The failures fell into 2 main patterns. The 
first pattern appeared among women who 
developed an antibody late in the subsequent 
pregnancy, and the second pattern occurred when 
the antibody was detected in the subsequent 
pregnancy at the first antenatal visit and persisted 
throughout the pregnancy. Analysis of the clinical 
outcome in these failed cases suggested that the 
infants were less severely affected than would have 
been expected, particularly so in cases in which an 
antibody was detectable throughout the whole 
pregnancy. This was confirmed by a comparative 
statistical analysis of the present series and a series 
of first affected cases before anti-D immunoglobu- 
lin was available, using the antibody titer during 
pregnancy and the hemoglobin levels at delivery. 
(16 refs.) 


Regional Blood Transfusion Service 
Regional Transfusion Centre 
Leeds LS15 7TW, England 


1948 OWENS, D.; & EVANS, J. Population 
studies on Gilbert’s syndrome. /ournal of 
Medical Genetics, 12(2):152-156, 1975. 


The population incidence of Gilbert’s syndrome, a 
benign condition in which unconjugated hyperbili- 
rubinemia occurs in the absence of structural 
liver-disease and hemolysis, was studied. Total 
serum bilirubin concentration was measured in 
197 normal males and 102 normal females by 
means of an A:'toanalyzer technique. When the 
distribution of tot.' serum bilirubin concentration 
in the females was analyzed separately, its bimodal 
character was apparent. However, the bimodal 
distribution in the population as a whole seemed 
to be due to the distribution in the male Ss. The 
antimode separating the males into 2 populations 
corresponded to a concentration of 24umol/I 
(1.4mg/100m!). The minor population with 
concentrations above this level accounted for 
approximately 3 percent of the total population. 
All these Ss had unconjugated hyperbilirubinemia 
and probable Gilbert’s syndrome. The antimode 
separating the females into 2 populations corre- 
sponded to 12 umol/l (0.7mg/100ml). Conceiv- 
abiy, females with levels above this also have 
Gilbert’s syndrome. The significantly lower mean 
concentrations in the females as compared to the 
males was unexplained. The findings suggested a 


population incidence of this syndrome of about 6 
percent divided nearly equally among the sexes 
(10 females and 9 males). (17 refs.) 


Nuffield Unit of Medical 
Genetics 

University of Liverpool 

Crown Street 

Liverpool L69 3BX, England 


1949 WILLCOX, M. C.; WEATHERALL, D. J.; 
& CLEGG, J. B. Homozygous 6 thalassae- 
mia in Liberia. /ournal of Medical 
Genetics, 12(2):165-173, 1975. 


A group of 19 Liberians apparently homozygous 
for beta-thalassemia demonstrated a broad spec- 
trum of clinical disability and similar hemoglobin 
(Hb) patterns. Clinical and hematological findings 
were those of thalassemia minor or intermedia. In 
each case there was an elevated level of Hb F with 
values ranging between 28 and 87 percent for the 
entire group: the Hb A, level also was elevated. 
Family studies, where complete, showed typical 
heterozygous beta-thalassemia with elevated levels 
of Hb A;, and in some cases of Hb F, in both 
parents, sibs, or children of the apparent 
homozygotes. The disease was milder than that 
found in other racial groups. Even in the more 
severely affected Ss, the presenting age ranged 
from 6 to 20 years, which is much later than for 
beta-thalassemia homozygotes in other popula- 
tions. Hemoglobin synthesis studies carried out on 
3 homozygotes and 2 heterozygotes indicated a 
variable degree of globin-chain imbalance. It is 
possible that beta-thalassemia genes in this Negro 
population are different from those in other 
populations. (26 refs.) 


Bakteriologiska Laboratoriet 
Gavle Sjukhus 
S-800 07 Gavle, Sweden 


1950 OBE, GUNTER; LUDCKE, JORG B. P.; 
WALDENMAIER, KLAUS; & SPERLING, 
KARL. Premature chromosome condensa- 
tion in a case of Fanconi’s anemia. 
Humangenetik (Hunan Genetics), 
28:159-162, 1975. 


An examination of interphase and mitotic cells 
from the blood culture of a 7-year-old MR boy 
suffering from Fanconi’s anemia indicates that 


658 





Pla 
inj 
wa 
ne\ 
aff 
imt 
dist 
inje 
Sec 
Me. 
did 
plas 
infa 
gluc 
plas 
min 
pol) 





MEDICAL ASPECTS 1951-1953 





premature chromosome condensation (PCC) may 
occur in vivo without previous treatment with a 
mutagen. Incubation times of blood cultures were 
48, 72, and 96 hours; for each culture time, more 
than 2,000 mitoses were analyzed for exchange 
type aberrations, polyploid mitoses, PCC, and 
micronuclei. After 48 hours, only first in vitro 
mitoses (X,) were observed, but at this fixation 
time the highest frequency of chromatid transloca- 
tions occurred. After 72 hours, X2 mitoses were 
observed along with the occurrence of endoredu- 
plications, and the elevation of 4n mitoses, PCCs, 
and micronuclei. In the 96-hour cultures, a few X3 
mitoses should be visible, but the frequencies of 
endoreduplications and micronuclei are lower than 
in the 72-hour cultures. At 96 hours, however, the 
frequency of 4n mitoses is elevated, and that of 
the PCCs is nearly unchanged. Of the 20 PCC 
patches found in all cultures, 17 were located at 
the periphery of the mitoses, resembling the 
peripheral location of the micronuclei. (10 refs.) 


Institut fur Genetik 

der Freien Universitat Berlin 
D-1000 Berlin 33 
Arnimallee 5-7, Germany 


1951 MASSI-BENEDETTI, FERDINANDO; 
MARINI, ANTONIO; CACCAMO, MARIA 
L.; & FALORNI, ADRIANO. Blood 
glucose and plasma insulin and glucagon 
response during intravenous glucose toler- 
ance test in newborn infants affected by 
erythroblastosis faetalis. Acta Paediatrica 


Scandinavica, 64(1):113-118, 1975. 


Plasma glucagon and insulin response to glucose 
injected intravenously in erythroblastosis infants 
was compared with that of non-erythroblastotic 
newborn infants. Ss were 15 full-term infants: 8 
affected by erythroblastosis fetalis due to Rh 
immunization (IEF) and 7 infants without serious 
disease. During the first day of life glucose was 
injected intravenously (1g/kg/body weight 30 
seconds) into the umbilical vein, using a catheter. 
Mean plasma glucagon level at fasting of the IEF 
did not differ from that of the control infants. The 
plasma glucagon concentrations of the control 
infants did not show significant changes after 
glucose injection. In IEF, a significant decrease of 
plasma glucagon was observed, being evident 3 
minutes after the glucose injection and showing a 
polyphasic pattern during the iv GIT. Data seem 
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to indicate that the alpha cell sensitivity to glucose 
is greater in IEF than in normal infants and is not 
dependent on the development of the glucose 
mediated insulin release mechanism. (23 refs.) 


University of Perugia 
06100 
Perugia, Italy 


1952 FOAR, B.; & BUCHANAN, N. Bilirubin 
displacement by drugs. South African 
Medical Journal, 49(19):768, 1975. 
(Letter) 


Antibiotic combinations often used in neonatal 
practice can displace bilirubin from its albumin 
sites. The displacement capacity of penicillin, 
ampicillin, gentamicin, kanamycin, cotri- 
moxazole, and combinations of penicillin and 
gentamicin and penicillin and kanamycin was 
studied. Salicylate was employed as a model of 
bilirubin displacements. Serum obtained from a 
malnourished adult with hepatitis with a serum 
bilirubin of 5.6mg/100ml, a serum albumin of 
2.4g/100ml, and a binding reserve of 5mg/100mI 
was divided into Iml aliquots and _ frozen. 
Antibiotics were added to the Iml aliquots of 
serum immediately before the electrophoretic 
procedure, in final concentrations of 2, 5, 10 and 
20ug/m!. Kanamycin, penicillin, and gentamicin 
when used singly had no displacement effect until 
concentrations of 20ug/ml for the kanamycin and 
concentrations of 5ug/ml for the penicillin and 
gentamicin, respectively, were reached. Ampicillin 
and co-trimoxazole produced a displacement of 
2mg/100mI bilirubin at a concentration of 2ug/ml, 
but this did not subsequently alter until a 
concentration of 20ug/ml was reached. Salicylates, 
which showed a progressive displacing effect, were 
used purely as models to assess the validity of the 
technique. (4 refs.) 


Baragwanath Hospital 
Johnnesburg, South Africa 


1953 TUNNELL, RAGNAR. The influence of 
different environmental temperatures on 
pulmonary gas exchange and blood gas 
changes after birth. Acta Paediatrica 
Scandinavica, 64(1):57-68, 1975. 


Investigation was undertaken to determine the 
oxygen uptake rate during the period of 
hypoxemia immediately after birth and also to 
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determine whether differences in environmental 
temperature would influence the degree of 
pulmonary exchange and blood gas change after 
birth. Ss were 16 full-term infants who were 
studied in different environmental temperatures. 
As soon as spontaneous breathing began, a face 
mask was placed over the infants’ faces and 
measurements of oxygen consumption and carbon 
dioxide elimination were started. Repeated blood 
samples from the abdominal aorta were used to 
determine blood gases and acid-base balance. 
Infants were separated into a ‘“‘warm”’ group 
(n=10), where efforts were made to avoid cooling 
after birth, and a “cold” group, (n=6), where a 
decrease in rectal temperature to a mean value of 
35.4 C at 2 hours occurred. Regardless of 
environmental temperature, neither the relation- 
ship found between the degree of muscular 
activity and Vo2 nor the basal metabolic rate were 
altered. In spite of efforts to avoid cooling in 
group 1, an initial drop in skin and rectal 
temperature was present in all infants. The rapid 
drop in deep body temperature regularly seen after 
birth seems to be caused primarily by a high 
degree of evaporative heat loss. Two factors 
contributing to the heat loss are a relatively low 
basal metabolic rate and a limited response in 
non-shivering thermogenesis. (45 refs.) 


Dept. of Pediatrics 
Huddinge sjukhus 
S-1486 Huddinge, Sweden 


1954 WINDORFER, A., JR.; KUNZER, W.; 
BOLZE, H.; ASCHER, K.; WILCKEN, F.; 
& HOEHNE, K. Studies on the effect of 
orally administered agar on the serum 
bilirubin level of premature infants and 
mature newborns. Acta Paediatrica Scandi- 
navica, 64(5):699-702, 1975. 


The effect of orally administered agar on the 
serum concentration of bilirubin was tested in 366 
premature and mature newborn infants. The 
infants were divided into groups and administered 
either % percent agar or 1g agar in their milk for 
8-10 days; the control group did not receive agar 
in their diet. The bilirubin values on the individual 
days did not significantly differ between groups 
within one weight class, meaning that neither 
concentration of agar added to the food made a 
significant reduction of bilirubin in any of the 
groups. Significant differences in bilirubin values 
were only found between the premature and the 





newborn infants from the third day of life 
onwards, but independently of the addition of 
agar. Therefore, the attempt to lower the level of 
serum bilirubin in premature and newborn infants 
by inhibiting enteric reabsorption by means of 
adsorbents must be considered a failure. (9 refs.) 


University Children’s Hospital 
78 Freiburg i. Brg. 
West Germany 


1955 ROBERTON, N.R.C.; & HOWAT, P. 
Hypernatraemia as a cause of intracranial 
haemorrhage. Archives of Disease in 
Childhood, 50(12):938-942, 1975. 


A review of intracranial hemorrhage (ICH) cases 
from 10,072 live births over a 25-month period 
concluded that no causal relationship could be 
established between intraventricular hemorrhage 
(IVH) and either hypernatremia or large sodium 
intakes. There were too few cases of other types of 
intracranial hemorrhage to draw any etiological 
conclusions. Only 4 subdural hemorrhages (all 
fatal), 4 isolated subarachnoid hemorrhages (2 
fatal), and 21 intraventricular hemorrhages (all 
fatal -- 2 beyond the neonatal period) occurred. 
The importance of considering IVH in a separate 
category from ICH as a cause of neonatal death is 
emphasized. Also, infusions of intravenous base 
should not be withheld from acidemic infants 
because of an unproven risk of IVH. (13 refs.) 


Department of Paediatrics 
Addenbrooke’s Hospital 

Hills Road 

Cambridge CB2 2QQ, England 


1956 OSKI, FRANK A. Oxytocin and neonatal 
hyperbilirubinemia. American Journal of 
Diseases of Children, 129(10):1139-1140, 
1975. 


The use of oxytocin might represent a harmful 
procedure which has become standard practice. 
Specifically, a relationship between the use of 
oxytocin during labor and the development of 
significant jaundice in newborn infants has been 
studied. Chalmer and coworker’s study showed 
that in the group born after oxytocin 12.4 percent 
of the infants became highly jaundiced. Relative 
risk of significant jaundice developing in an infant 
after oxytocin is 1.6 times greater than that of 
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infants born of spontaneous labor or amniotomy. 
The most simplistic explanation of the phe- 
nomenon might be that the administration of 
oxytocin stimulates stronger uterine contractions, 
with resultant redistribution of blood between the 
placenta and the fetus. This increased blood 
volume, more specifically the increased red blood 
cell (RBC) mass, of the infant would result in 
more bilirubin being produced from the destruc- 
tion of normal RBCs. Birth induced by oxytocin 
administration should be added to the list of 
factors contribuing to hyperbilirubinemia. (15 
refs.) 


Upstate Medical Center 
Syracuse, New York 13210 


1957 HUISMAN, T.H.J.; SCHROEDER, W. A.; 
BROWN, AUDREY K.; HYMAN, CAROL 
B.; ORTEGA, JORGE A.; & SUKU- 
MARAN. Further studies of the postnatal 
change in chemical heterogeneity of 
human fetal hemoglobin in several abnor- 
mal conditions. Pediatric Research, 
9(1):1-6, 1975. 


Abnormalities in fetal hemoglobin (HPFH) synthe- 
sis in 10 infants were examined serially from birth 
to several days of age in order to further delineate 
alterations in the Gy to Ay chain ratio in the 
postnatal changeover from the production of 
hemoglobin F (Hb-A) in the adult. Infants with 
thalassemia major and trait, with the Gy type of 
the hereditary persistence of HPFH, with the Gy 
Ay type of HPFH, and with sickle cell anemia 
were studied for abnormalities in HPFH for the 
first time. Examination of the hemoglobin from 
the cord blood of homozygotes for B-thalassemia 
and sickle cell anemia showed clear abnormality. 
Abnormalities in the other newborn infants, all of 
whom were heterozygotes, became visible only in 
later hemoglobin samples. Although a hetero- 
zygote from the class of hereditary persistence of 
fetal hemoglobin resembled a normal child, 2 
heterozygotes from the Gy class showed the 
expected abnormal change from 9:1 at birth to 
10:0 postnatally. Two children with sickle cell 
anemia resembled a normal child in change of 
ratio, but a third did not exhibit a change in ratio. 
Results of the investigation were in basic accord 
with those anticipated from previous experimental 
data about Hb-F in these conditions. (24 refs.) 





Laboratory of Protein Chemistry 
and Department of Pediatrics 
Medical College of Georgia 
and Veterans Administration 
Hospital 

Augusta, Georgia 


1958 ELDOR, A.; YATZIV, S.; & HERSHKO, 
C. Relapsing Coombs-negative haemolytic 
anaemia in pregnancy with haemolytic 
disease in the newborn. British Medical 
Journal, 4(5997):625, 1975. 


Transient hemolytic disease was diagnosed in a 
young woman during her second and _ third 
pregnancies, and it developed in the babies from 
these pregnancies at age 4 weeks with a 
reticulocytosis of 15 percent and a high transferrin 
saturation. Anemia had been present also during 
her first pregnancy, but no further investigation 
had been done. Despite the absence of a positive 
antiglobulin reaction, the mechanism responsible 
for hemolysis in the patient probably was 
autoimmune. Hemolytic disease in the newborns 
probably was caused by placental transfer of 
maternal antibodies. Transplacental migration of 
fetal erythrocytes may have stimulated maternal 
autosensitized immune-competent cells to increase 
their antibody production. (5 refs.) 


Department of Haematology 
Hadassah University Hospital 
Jerusalem, Israel 


1959 ZACHARIADIS, Z.; NUTE, P. E.; & 
STAMATOYANNOPOULOS, G. Haemo- 
globin Lepore in Cyprus. /ournal of 
Medical Genetics, 12(3):275-279, 1975. 


Evidence is presented that the Lepore trait is 
present in Greek Cypriots. Structural analysis 
identified the variant observed in Cyprus as Hb 
LeporeWashington (=LeporeBoston) and supports 
the view that only one, among several possible 
Lepore mutants, is common in Mediterranean 
populations. The cases of 2 siblings are reviewed, 
both of whom have the Hb _ Lepore/beta- 
thalassemia genotype and, presumably, identical 
defects in beta-chain synthesis. The older child has 
a mild disease which was first detected at the age 
of 8 years; the clinical course is that of thalassemia 
intermedia. The younger child has shown the signs 
of a severe beta-thalassemia major; typically, she 
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began to receive transfusions at the age of 6 
months. This difference illustrates that several 
genetic and/or environmental factors, in addition 
to the manifestations of the basic molecular lesion, 
take part in shaping the final clinical presentation 
of a genetic disease. In these sibs, differences in 
the proportion of the erythroblastic population 
involved in gamma-chain synthesis, or differences 
in the rate of degradation of excess alpha chains in 
normoblasts might underlie the discordance in 
clinical phenotypes. (38 refs.) 


Central Laboratory 
Nicosia General Hospital 
Nicosia, Cyprus 


1960 SCHRODER, JIM. Transplacental passage 
of blood cells. /ournal of Medical Genetics, 
12(3):230-242, 1975. 


Knowledge regarding the passage of blood cells 
between the mother and the fetus in man is 
discussed, as well as whether there is any 
difference in the mechanisms by which erythro- 
cytes and leukocytes cross the placenta. Data 
indicate that fetal erythrocytes and leukocytes are 
present in the maternal circulation during 
pregnancy and after delivery, and that fetal 
leukocytes occur in the maternal circulation 
during pregnancy in much higher relative propor- 
tions than fetal erythrocytes. All studies indicate 
passage of maternal erythrocytes into the circula- 
tion of the fetus in some normal pregnancies, 
although the frequency is higher in complicated 
ones (toxicosis, Caesarean section, etc.). However, 
the question whether maternal leukocytes reach 
the circulation of the fetus remains controversial. 
Results of studies concerning the transplacental 
passage of blood cells in the mouse are also 
reviewed. The passage of blood cells between 
mother and fetus is understandable in many 
pathological conditions, but the importance of the 
phenomenon in normal pregnancies is not yet 
clear. (63 refs.) 


Falkhalsan Institute of Genetics 
00101 Helsinki 10, Finland 


1961 BLACK, MALCOLM D.; & MACDOU- 
GALL, JEAN Y. Rhesus sensitisation 
associated with IUD in pregnancy. British 
Medical Journal, 4(5991):287, 1975. 
(Letter) 


Disagreement is expressed with an article by Dr. J. 
S. McCracken which suggests that the intrauterine 
device (IUD) was the agent responsible for causing 
sensitization and production of antibody in an 
Rh-negative mother. The mother could have been 
sensitized by her 1967 full-term pregnancy and 
not stimulated by her subsequent abortions, or she 
could have been sensitized by one of the 
abortions. An argument against the IUD as the 
cause of sensitization is the rarity of allo- 
sensitization and production of antibody in the 
same pregnancy. It is concluded that in view of 
other possibilities the evidence against the IUD is 
weak, 


Law Hospital 
Carluke Lanarkshire, England 


1962 *LEVY, HARVEY L.; PUESCHEL, SIEG- 
FRIED M.; HUBBELL, JOHN P., JR.; & 
**/OHNSON, JOHN D. Unconjugated 
hyperbilirubinemia in galactosemia. New 
England fournal of Medicine, 
292(17):923-924, 1975. (Letters) 


Dr. Levy and colleagues assert that a marked 
predominance of the unconjugated fraction in 
hyperbilirubinemia in association with galacto- 
semia has been found, in contrast to classical 
teaching. However, it is found often enough to 
indicate that any jaundiced newborn infant, 
regardless of whether the hyperbilirubinemia is 
conjugated or unconjugated, should at least have a 
urine test for reducing substances and, if positive, 
should be tested specifically for galactosemia. Dr. 
Johnson replies that a newborn infant with 
galactosemia presented at 8 days of age with 
jaundice and had a total bilirubin of 35.4mg per 
deciliter, with a direct-reacting fraction of 5.2mg 
per deciliter. The reticulocyte count was less than 
1.0 percent, and the hemoglobin was 15g per 
deciliter. The test for urinary reducing substances 
was negative, but the diagnosis of galactosemia was 
pursued because of other clinical manifestations of 
the disease, and it was confirmed by assay of 
red-cell transferase activity. 


*State Laboratory Institute 
Boston, Massachusetts 


**Stanford University School 
of Medicine 
Stanford, California 
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1963 WOODROW, J. C. Maternal HL-A anti- 
bodies and fetal sex. British Medical 
Journal, 1(5948):36, 1975. (Letter) 


A survey of cytotoxic antibodies in 279 first-term 
pregnancies did not indicate that a first pregnancy 
in which the fetus was male was more likely to be 
associated with antibodies in the mother than one 
in which the fetus was female. Of the pregnancies 
studied, 126 infants were male and 153 female. 
Cytotoxic antibodies were observed in 45 women 
at some time in pregnancy: in 23 instances the 
infant was male and in 22 female. The first sample 
of serum was negative in 34 pregnancies, and the 
delivery sample was positive for antibodies. 
Fifteen of these produced a male, and 18 a female. 
(2 refs.) 


Department of Medicine 
University of Liverpool 
Liverpool, England 


1964 WINDORFER, ADOLF, JR.; FAXELIUS, 
GERD; & *BOREUS, LARS O. Studies on 
phototherapy in newborn infants. Influ- 
ence on protein binding of bilirubin and 
salicylate and on activity of acetylsalicylic 
acid esterase. Acta Paediatrica Scandi- 
navica, 64(2):293-298, 1975. 


An increase in hematocrit values and in the 
activity of the erythrocyte enzyme acetylsalicylic 
acid esterase was seen in newborn infants with 
hyperbilirubinemia after light treatment. Elevated 
enzyme activity was also found in light-treated 
rabbits and jin vitro studies after illumination of 
blood from adult volunteers. There was no change 
in binding of bilirubin to serum albumin and of 
salicylate to plasma proteins nor in the concentra- 
tions of albumin or total proteins in plasma. Light 
does not seem to increase the unbound fraction of 
bilirubin in blood. Enzymes within erythrocytes 
may be influenced during light irradiation, perhaps 
as a result of changes in membrane permeability 
which allow increased availability of substrates 
present in the plasma. (17 refs.) 


*Department of Clinical 
Pharmacol ogy 

Karolinska Hospital 

S-10401 Stockholm 60, Sweden 
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1965 HENRIKSSON, PER; & EKELUND, 
HANS. Abnormal proteolysis in sick 
newborns. Acta Paediatrica Scandinavica, 
64(2):327-336, 1975. 


Possible changes in hemostasis were compared in a 
group of newborn infants with idiopathic respira- 
tory distress syndrome and a group of infants with 
mixed neonatal disorders. Assessment on the first 
day of life indicated that factor V, fibrinogen, and 
fibrin/fibrinogen degradation productions were 
abnormal more often than any other factors 
examined. The appearance of “multiple defects” 
in the coagulation and fibrinolytic systems was 
related to the severity of illness; multiple defects 
were detected in 85 percent of the infants who 
died and 28 percent of those who survived. 
Diagnostic groups did not differ in terms of 
pattern of abnormalities. Mechanisms which may 
be responsible for “multiple defects” include: 1) 
impaired synthesis resulting from vitamin K 
deficiency and/or liver damage; or 2) abnormal 
proteolytic activity stimulated by tissue damage 
and causing activation of the coagulation process, 
the fibrolytic system, or both systems. Identifying 
the factor leading to defective hemostasis underlies 
decisions related to therapy. (66 refs.) 


Department of Paediatrics 
Malmo Allmanna Sjukhus 
S-21401 Malmo, Sweden 


1966 KREUGER, A. Exchange transfusions with 
concentrated ACD-blood. Il. Acta Paedia- 
trica Scandinavica, 64(2):310-314, 1975. 


Changes in bilirubin, plasma protein, and electro- 
lyte balance were studied in 10 newborn infants 
during exchange transfusions with hypo-osmolar 
ACD blood. A _ close correlation was found 
between pre-exchange bilirubin concentration and 
the loss of bilirubin. Quantitative changes in 
plasma protein, sodium, potassium, magnesium, 
and calcium of whole blood were not significant. 
Loss of plasma_ chloride was _ significant 
(3.21mmol/kg body weight). Calculated significant 
inflow of whole blood calcium from the whole 
blood was 0.02mmol/kg body weight; calculated 
increase of plasma phosphate was 0.06/kg body 
weight. (7 refs.) 


Department of Paediatrics 
University Hospital 
S-750 14 Uppsala, Sweden 
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1967 KREUGER, A.; & WRANKE, L. Exchange 
transfusions with concentrated ACD-blood 
|. Acta Paediatrica Scandinavica, 
64(2):305-309, 1975. 


Quantitative changes in blood constituents were 
studied in 10 infants during exchange transfusions 
with hypo-osmolar (NIH sol. B) ACD blood. A 
close correlation was found between gain or loss of 
hemoglobin and the difference between the 
hemoglobin concentration of donor blood and 
pre-exchange blood of the infant. Red cells of 
exchange blood were overhydrated, but the cells 
returned to normal and released water (about 
10mI/kg infant bodyweight) during the trans- 
fusion. Although a larger amount of plasma was 
removed than was given, this was compensated for 
by the release of fluid from the red cells. When 
using a hypo-osmolar blood preservative, the 
hematocrit of the donor blood should not be 
assumed to relate directly to its total hemoglobin 
and oxygen transporting capacity. (5 refs.) 


Department of Paediatrics 
University Hospital 
S-750 14 Uppsala, Sweden 


1968 NICHOLSON, JOHN F. Phototherapy of 
neonatal hyperbilirubinemia. Southern 
Medical Journal, 68(3):257-259, 1975. 
(Editorial) 


Phototherapy has been widely used in the 
management of hyperbilirubinemia during the past 
16 years. Its use remains controversial because the 
mechanisms by which light blanches jaundiced 
skin and lowers serum bilirubin remain unclear. 
The safety of phototherapy with respect to the 
development of kernicterus is a major clinical 
concern, but to date there is no evidence to 
support the belief that phototherapy increases the 
risk of kernicterus. Specific problems related to 
the use of phototherapy are 1) retinal damage due 
to light irradiation in experimental animals; 2) 
reduction of skin jaundice, so that skin color 
cannot serve as a Clinical index of serum bilirubin; 
3) occurrence of “bronze baby syndrome” plus 
hemolysis; 4) increased water loss; 5) prolonged 
alteration of skin coloration not associated with 
“bronze baby syndrome.” Despite uncertainties 
and cautions, phototherapy is useful in managing 
hyperbilirubinemia of prematurity, physiologic 
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jaundice, and moderate degrees of hyperbili- 
rubinemia accompanying ABO hemolytic disease 
of the newborn. (20 refs.) 


Columbia University 
College of Physicians & Surgeons 
New York, New York 


1969 WICKSMAN, R. S.; ADCOCK, D. F.,; 
BREAM, C. A.; & SCATLIFF, J. H. | Rose 
Bengal liver scanning in the differential 
diagnosis of neonatal jaundice. Southern 
Medical Journal, 68(5):599-602, 1975. 


Recent studies indicating a more optimistic 
outlook for surgical treatment of biliary atresia 
have increased the demand for accurate diagnosis 
in the newborn infant and young child with 
jaundice. Quantitative determination of fecal 
radioactivity, the most accurate method of 
detecting total obstruction of the biliary tract, is 
impractical. In an effort to find a practical 
diagnostic measure, a series of 22 | Rose Bengal 
(Robengatope) scans were administered to 21 
patients with progressive jaundice in the neonatal 
period. The count ratio was used as an additional 
diagnostic criterion. Ss were premedicated with 
stable iodine to reduce the accumulation of 
radioactive iodine in the thyroid. A 10uCi to 
30uCi dosage of | Rose Bengal was administered 
intravenously. Sequential, anterior abdominal 
scans were obtained at timed intervals. On the 
basis of the scans alone, an effort was made to put 
the Ss into 2 groups: 1) total bile obstruction 
(biliary atresia); 2) partial biliary tract obstruction 
(intrinsic liver disease). This effort proved to be 82 
percent accurate. Findings indicated that the 
count ratio was deemed particularly useful in cases 
of neonatal hepatitis with severe enough bile 
obstruction to produce a scan appearance similar 
to biliary atresia. (17 refs.) 


University of North Carolina 
School of Medicine 
Chapel Hill, North Carolina 


1970 WOODROW, J. C.; CLARKE, CYRIL A.; 
DONOHOE, W.T.A.; FINN, R.; McCON- 
NELL, R. B.; SHEPPARD, P. M.; 
LEHANE, D.; ROBERTS, FREDA M.; & 
GIMLETTE, T.M.D. Mechanism of Rh 
prophylaxis: an experimental study on 
specificity of immunosuppression. British 
Medical Journal, 2(5962):57-59, 1975. 
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The specificity of immunosuppression was studied 
in 62 D-negative Kell(K)-negative male volunteers. 
All volunteers were given 2 successive stimuli of 
Iml D-positive K-positive red cells, and 31 
volunteers also were given 13-14yug of immuno- 
globulin (Ig) G anti-K immediately after each 
stimulus. The remaining volunteers acted as 
controls. Eleven of the 31 controls developed 
anti-D by the end of the experiment, as compared 
to only 1 of the 31 men given anti-K. No person 
who did not develop anti-D developed any other 
antibody. The results showed that when D-positive 
K-positive red cells are injected into D-negative 
K-negative recipients together with an amount of 
IgG anti-K sufficient to produce rapid clearance of 
the cells to the spleen, the active anti-D response is 
greatly suppressed. The main implication is that 
the antibody response is prevented by a 
mechanism which does not depend on _ the 
specificity of the passive antibody, but that 
immunosuppression must involve the whole red 
cell, probably through destruction within spleenic 
macrophages. (11 refs.) 


Nuffield Unit of Medical Genetics 
University of Liverpool 
Liverpool L69 3BX, England 


1971 CAMPBELL, NEIL; HARVEY, DAVID; & 
NORMAN, A. P. Increased frequency of 
neonatal jaundice in a maternity hospital. 
British Medical Journal, 2(5970):548-552, 


1975. 


Although the increased incidence of jaundice of 
the newborn at a London hospital (from 8.1 
percent of ail live births in 1971 to 15.4 percent in 
1973) coincided with an increased use of oxytocic 
agents and epidural anesthetics in labor and a 
change in the artificial feed given to normal 
newborn infants, a retrospective study of jaun- 
diced infants failed to clarify the roles of these 
changes in procedure. The use of oxytocic agents 
was not the direct cause, but it may be a 
contributory factor, because it resulted in the 
delivery of more premature infants. There was a 
Statistical relationship between the use of epidural 
anesthetics and the development of jaundice, but 
the nature of the association is not certain. The 
change in artificial feed was excluded as a possible 
etiological factor. A significantly higher frequency 
of poor past obstetric histories was noted in 
mothers of infants who became jaundiced. There 
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was no evidence linking the use of contraceptive 
pills with jaundice epidemic, but such use may 
have been a contributory factor in individual cases. 
(10 refs.) 


Queen Charlotte’s Maternity Hospital 
London W6 OXG, England 


1972 CHALMERS, IAIN; CAMPBELL, H.; & 
TURNBULL, A. C. Use of oxytocin and 
incidence of neonatal jaundice. British 


Medical Journal, 2(5963):116-118, 1975. 


A retrospective controlled study using data from 
the Cardiff (Wales) Births Survey examined the 
hypothesis that a causal relation exists between 
the induction and acceleration of labor with 
oxytocin and subsequent development of neonatal 
jaundice. Among 10,591 infants born between 
1970 and 1972, 970 (9.2 percent) had a measured 
plasma bilirubin of at least 171umol/l. Of 3,326 
infants born after oxytocin administration (Group 
1), 412 (12.4 percent) became jaundiced; of 5,896 
infants born after spontaneous labor (Group 2), 
476 (8.1 percent) were affected; and of 1,369 
infants born after amniotomy (Group 3), 82 (6.0 
percent) developed jaundice. The only subgroup in 
which the incidence of jaundice was higher in 
either Group 2 or 3 (no oxytocin) than in Group 1 
(oxytocin) was immature infants weighing less 
than 2,500g, who experienced a very high 
incidence of jaundice. When the study population 
was examined by gestational age at delivery, birth 
weight, Apgar score, length of labor, sedative and 
analgesic therapy during labor, and suppression of 
lactation, an excess of jaundiced infants born after 
oxytocin administration was shown in all sub- 
groups except among small immature infants. (19 
refs.) 


London School of Hygiene and 
Tropical Medicine 
London WCIE 7HT, England 


1973 TURNER, J. H.; HUTCHINSON, D. L.; 
HAYASHI, T. T.; PETRICCIANI, J. C.; & 
GERMANOWSKI, J. Fetal and maternal 
risks associated with intrauterine trans- 
fusion procedures. American Journal of 
Obstetrics and Gynecology, 
123(3):251-256, 1975. 








1974-1975 MEDICAL ASPECTS 





Continuing follow-up observations and study of 
information as derived from a large cohort of fetal 
recipients of intrauterine transfusion (IUT), 
performed initially as early as 24.5 weeks’ 
gestation and as late as 33 weeks’, were utilized to 
provide estimates of maternal and fetal risks 
associated with IUT, subsequent maternal compli- 
cations, and the status of the erythroblastotic 
recipients. Only 14 percent of the hydropic fetuses 
treated with IUT survived, as compared with 47 
percent of the I|UT nonhydropic fetuses. Of the 84 
deaths following IUT, 42 (50 percent) were 
associated with hydrops fetalis, and 16 (19 
percent) were directly attributable to the IUT 
procedure itself. The upper limit of the risk of the 
procedure was estimated to be 7.2 percent; the 
risk of significant maternal complications was less 
than 2 percent. Twenty-three of the 63 liveborn 
infants who received IUT showed donor white 
blood cells at birth; 1 of these infants developed 
acute lymphocytic leukemia at age 4.5 years. The 
44 IUT survivors showed a remarkable correlation 
among frequencies of abnormalities in the areas of 
physical, intellectual, and social maturity. Only 50 
percent were normal in these parameters of health, 
(10 refs.) 


Room 308, Department of Obstetrics 
and Gynecology 


Magee-Womens Hospital 
Halket and Forbes Streets 
Pittsburgh, Pennsylvania 15213 


1974 MOLLER, JORN; & *EBBESEN, FINN. 
Phototherapy in newborn infants with 
severe rhesus hemolytic disease. /ournal of 
Pediatrics, 86(1):135-137, 1975. 


Among newborn infants with rhesus hemolytic 
disease born during a 38-month period from 1970 
to 1973, 128 control infants received no 
phototherapy, and 79 infants received photo- 
therapy, given continuously from birth for 90442 
hours. The number of exchange transfusions per 
infant was 1.41 in the control group and 0.96 in 
the phototherapy group (p<0.01). Among patients 
with early exchange transfusions given because of 
severe rhesus hemolytic disease, the rates were 
1.39 and 0.84 (p<0.01), respectively. Among 
infants receiving late or no exchange transfusions, 
the rates of transfusions were 0.59 and 0.19 
(p<0.005), respectively. Side effects from photo- 
therapy were moderate. (4 refs.) 


*Kastagervej 6A 
2730 Herlev, Denmark 


MEDICAL ASPECTS — Etiologic Groupings 
Trauma or physical agents 


1975 HAIGHT, MARYELLEN jJ., et al. The 
response of hyperkinesis to EMG biofeed- 
back. Resources in Education (ERIC), 
11(11):71, 1976. 33 pp. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.83; HC $2.06, plus postage. Order 
No. ED125169. 


Eight 11-15-year-old hyperkinetic males were 
studied in order to determine whether Ss receiving 
electromyography (EMG) biofeedback training 
would show a reduction in frontalis muscle 
tension, lability, increases in self-esteem and visual 
and auditory attention span, and hyperactivity. All 
Ss participated in individual 45- and 30-minute 


relaxation exercises which involved tension and 
relaxation of all muscle groups combined with 
visualization techniques. Nine 20-minute feedback 
sessions were administered to the experimental 
group, in which each S was instructed that his goal 
was to relax and lower his overall body tension, 
and that the reading on the EMG meter display 
would be the measure of his relaxation. All Ss 
significantly reduced lability and hyperactivity 
and increased auditory attention, and differences 
between the control and experimental groups were 
not significant. Pre- and post-EMG tests admin- 
istered to the Ss included the Wide Range 
Achievement Test, the Wechsler Intelligence Scale 
for Children, the Draw A Person Test, and the 
Student Self-Liking Rating. 
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1976 *GRIFFITHS, W. D.; &**PEDLOW, 
PETER. Fetal damage from breech birth. 
British Medical Journal, 2(5969):500, 
1975. (Letters) 


The association of breech delivery with prema- 
turity made in the leading article of April 26, 1975 
(p. 158) has confused several issues. Hospital 
admission of the mother might reduce the 
incidence of premature labor in breech presenta- 
tion, but it would do so also in cephalic 
presentation. Any measure taken to prevent 
premature labor in multiple pregnancy must be 
instituted much earlier than was suggested, the 
most dangerous time being between 28 and 34 
weeks. The association of breech delivery with 
prematurity is due to the fact that the incidence of 
breech presentation decreases naturally as term 
approaches unless there are other complicating 
factors. Thus, a premature labor is more likely to 
produce a breech birth than is a labor at or near 
term. Breech presentation (unlike twins) is not in 
itself a factor in the initiation of premature labor. 
The incarceration of many expectant mothers in 
antenatal wards for several weeks before delivery is 
cruel and unnecessary. While the article indicated 
that more frequent recourse to cesarean section in 
recent years has improved results, it failed to point 
out that cesarean section carries a 10-fold increase 
in maternal mortality over vaginal delivery. 


*Department of Obstetrics & Gynaecology 
Southmead Hospital 
Bristol, England 


**Queen Elizabeth II Hospital 
Welwyn Garden City 
Herts, England 


1977 HURD, JEANNE MARIE L. Assessing 
maternal attachment: first step toward the 
prevention of child abuse. /ournal of 
Obstetric, Gynecologic and Neonatal 
Nursing, 4(4):25-30, 1975. 


Effective treatment of child abuse must begin with 
the early identification of the potential child 
abuser. The basic problem with about 90 percent 
of all battering parents is a serious inability in 
“mothering.’”’ The obstetric nurse can play the key 
role in the early detection of battering parents 
through assessing maternal attachment to the child 
during the first crucial postpartum days. Through 
careful observation of the developing mother-child 
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relationship, and through informal interviewing, 
she can identify at-risk families. Then she can 
initiate the establishment of an effective system of 
referral and follow-up care. As a result of her 
efforts, serious tragedies may be averted through 
assisting potential child abusers to cope with the 
stresses of their parental roles. (8 refs.) 


Department of Health and Social 
Development 

Room 300, Norquay Building 

401 York Avenue, Winnipeg 

Manitoba R3C OV8, Canada 


1978 SAFER, DANIEL J.; & ALLEN, 
RICHARD P. Stimulant drug treatment of 
hyperactive adolescents. Diseases of the 
Nervous System, 36(8):454-457, 1975. 


The influence of age as a factor in the response of 
hyperactive outpatients to stimulant medication 
was studied in 84 drug-treated hyperactive 
children. The children were divided into 3 groups 
based on the age at which treatment was initiated; 
those started on medication before age 8, those 
who started treatment in the preteen years, but 
were maintained into their teens, and those who 
began treatment in their teens. Teacher behavior 
checklists were requested before the clinical 
evaluation of each child and at the end of the 
school year to ascertain whether treatment 
resulted in a change in classroom behavior. It was 
found that the therapeutic response of stimulants 
did not significantly change from age 6 to 16; the 
mean dose of medication did not significantly 
increase with age; parental resistance to stimulant 
use was not related to the child’s age; and 
behavioral resistances by the child increased during 
the teens. Analysis of teacher ratings indicated 
that teenage hyperactive children are as inattentive 
as younger hyperactive children, but they are less 
aggressive and overactive. There were no reports of 
stimulant abuse by the hyperactive teenagers. (26 
refs.) 


Division of Child Psychiatry 
Johns Hopkins University 
School of Medicine 

601 N. Broadway 
Baltimore, Maryland 21205 
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1979 LUPIN, MIMI; BRAUD, LENDELL 
WILLIAMS; BRAUD, WILLIAM; & 
DUER, WILLIAM F. Children, parents, 
and relaxation tapes. Academic Therapy, 
12(1):105-113, 1976. 


Deep relaxation exercises and a series of 5 
follow-up stories were used to reinforce relaxation 
in a pilot study involving 13 minimally brain- 
injured children. The treatment program consisted 
of 6 commercially prepared tapes for parents and 
6 for children. The adults’ tapes were designed to 
reduce the anxiety associated with their children’s 
negative behavior. The children’s tapes taught 
relaxation exercises, discussed attitudes and the 
effect of the child’s own negative attitudes on his 
relationship with others, and presented visual 
imagery trip story tapes stressing relaxation, how 
to cope with criticism, the importance of 
cooperation, and ways of expressing negative 
feelings appropriately. The effectiveness of treat- 
ment was determined by parents’ records and 
ratings and a pre- and post-treatment battery 
Three of 5 classroom behaviors showed significant 
improvement (p<.01), and one parent reported 
that his child’s medication was gradually reduced 
and eventually eliminated. The findings indicated 
that the children were able to generalize behavioral 
improvement from the home practice to the 
classroom. (9 refs.) 


1534 Oak Stream 
Houston, Texas 77043 


1980 HAAR, FLOYD L. Complication of linear 
skull fracture in young children. American 
Journal of Diseases of Children, 
129(10):1197-1200, 1975. 


A sizeable cranial defect and irreversible neurologi- 
cal defects can be the results of a leptomeningeal 
cyst following an otherwise uncomplicated linear 
skull fracture in a young child. Most often this 
complication follows parietal fractures, but it is 
also found after occipital fractures or traumatic 
suture diastases. Its subsequent development stems 
from an underlying dural tear. This condition can 
be diagnosed before its more serious neurological 
manifestations develop if periodic skull examina- 
tions are made beginning 4 to 6 months following 
injury in any child where examination of the scalp 
and skull suggests an underlying expanding 
fracture. (8 refs.) 


668 


University of Michigan Medical 
Center 
Ann Arbor, Michigan 


1981 BOYSEN, BETTE E. Chylous ascites; 
manifestation of the battered child syn- 
drome. American Journal of Diseases of 
Children, 129(11):1338-1339, 1975. 


A 20 month old battered male with chylous 
ascites, presumably of traumatic origin, was 
reported. A lymphangiogram was performed with 
the patient under general anesthesia. Findings 
showed a stream of ethiodized oil extending into 
the right lower quadrant and a small collection of 
the contrast material to the right of the fourth 
lumbar vertebra. A roentgenogram 24 hours later 
showed the same collection of contrast materials 
which was presumed to represent the site of origin 
of the chylous fluid into the peritoneal cavity. The 
child recovered with conservative therapy that 
included a low fat-high iron diet and was later 
removed to a foster home. Recent reviews of the 
literature relating abdominal injuries in battered 
child syndrome do not mention chylous ascites. (8 
refs.) 


1530 NW 41st Street 
Gainesville, Florida 32605 


1982 RIE, HERBERT E. Hyperactivity in 
children. American Journal of Diseases of 
Children, 129(7):783-789, 1975. 


Hyperactivity is one of several inadequately 
defined designations applied more or less inter- 
changeably to a varying set of problems occurring 
in childhood. The designation has treatment 
implications only in the sense that multiple 
simultaneous approaches typically must be con- 
sidered. A comprehensive evaluation should 
include determination of the child’s behavior 
under a variety of circumstances and with a 
reasonable impression of the biases of one’s 
information; measurement of scholastic status 
with a full-length, standardized achievement test; 
determination of medical status; and determina- 
tion of psychologic status. Unfortunately, the 
multifaceted, well-coordinated approach to the 
evaluation of so-called hyperactive children is not 
the rule, and stimulant drugs often are admin- 
istered indiscriminately and excessively to the 
exclusion of other modes of intervention. The 
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concept of hyperactivity is not very different from 
other concepts of maladaptation, and tolerance for 
ambiguity, resistance to premature acceptance of 
definitive and potentially misleading conclusions, 
and restraint in treatment, especially when 
treatment entails reliance on drugs of uncertain 
value, are necessary. (40 refs.) 


Department of Pediatrics 
Ohio State University 
Children’s Hospital 

561 South 17th Street 
Columbus, Ohio 43205 


1983 TOMASI, LAWRENCE G.; & ROSMAN, 
N. PAUL. Purtscher retinopathy in the 
battered child syndrome. American /our- 
nal of Diseases of Children, 
129(11):1335-1337, 1975. 


Two battered infants with preretinal and retinal 
hemorrhages in the absence of _ intracranial 
hemorrhage, particularly subdural hematoma, were 
reported. The infants’ unusual histories, along with 
multiple ecchymoses seen on both infants, led toa 
consideration of the battered child syndrome. 
After further examination, this diagnosis was 
substantiated. Follow-up examinations on both 
children showed them to be developing normally 
and to have remained seizure-free, without 
anticonvulsant medication. These findings are 
consistent with the conclusion that no clinically 
important intracranial hemorrhage, particularly in 
the subdural region, occurred in either case, and 
that the hemorrhagic retinopathy in these 2 
infants had not been secondary to increased 
intracranial pressure. Purtscher retinopathy should 
be added to the list of physical signs suggesting 
child abuse. (16 refs.) 


Department of Pediatric Neurology 
Boston City Hospital 

818 Harrison Avenue 

Boston, Massachusetts 02118 


1984 KEMPE, HENRY. Uncommon manifesta- 
tions of the battered child syndrome. 
American Journal of Diseases of Children, 
129(11):1265, 1975. 


The typical and most common radiological as well 
as the typical skin manifestations of the battered 
child syndrome have been described by Caffey and 
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Silverman; typical skin manifestations have also 
been described. Recently, J. Caffey described the 
whiplash-shaken infant syndrome. In addition, 
eleven clinical manifestations, though rare, have 
been associated with the syndrome: certain retinal 
hemorrhages; subgaleal hematomas; handprint 
bruises, human bite marks; genital injuries; tearing 
of the floor of the mouth; intramural hematomia 
of the bowels; traumatic cysts of the pancreas and 
liver rupture; hypernatremic dehydration; drug 
poisoning; and _ psychiatric manifestations of 
extreme anxiety and marked family tension, such 
as transient spasticity and clonus, Readers are 
invited to submit additional examples. (2 refs.) 


University of Colorado Medical 
School 

4200 E Ninth Avenue 

Denver, Colorado 80220 


1985 HALLER, JEROME; & AXELROD, 
PENNY. Minimal brain dysfunction 
syndrome. American Journal of Diseases of 
Children, 129(11):1319-1324, 1975. 


The U.S. Department of Health, Education and 
Welfare has defined minimal brain dysfunction 
(MBD) as a disorder encompassing chiidren of 
normal intelligence with deviation of functions of 
the central nervous sytem and/or learning, and/or 
behavioral disabilities. MBD, a disorder composed 
of a number of variants, cannot be defined by a 
single aberration alone. In addition, physicians are 
distressed that the signs and symptoms of the 
disorder do not appear clear cut. Since some states 
are requiring physicians to agree with and sign for 
an educational program for a child in educational 
jeopardy, physicians should have some understand- 
ing of MBD; the various neurological, psychologi- 
cal, and educational tests given to these children; 
and the merit of the recommendations based on 
these tests. The trend is toward early identification 
of children who may become educationally 
problematic in order to plan programs to 
ameliorate and minimize their problems. MBD is 
considered here in terms of incidence, cause, 
pediatric neurological examination, hyperactivity, 
distractibility and short attention span, distur- 
bance of speech and language, psychological and 
educational assessment, educational ramifications, 
and therapeutic recommendations. (37 refs.) 


New England Medical Center Hospital 
171 Harrison Avenue 
Boston, Massachusetts 02111 
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1986 SCHMITT, BARTON D. The minimal 
brain dysfunction myth. American journal 
of Diseases of Children, 
129(11):1313-1318, 1975. 


The practice of labeling troubled children as cases 
of minimal brain dysfunction (MBD) has almost 
become a national pastime. This label could not 
have become so widespread had it not become 
popular with physicians. MBD is an_ invalid 
diagnosis having a degree of vagueness and 
imprecision not normally permitted in the science 
of medicine. It is not only a harmful diagnosis, but 
it also allows specialists to overlook environmental 
factors affecting the child. Moreover, this diagnosis 
labels children in a derogatory way and encourages 
the use of drug therapy. Being able to prove the 
presence of MBD in a few patients would remain 
an exercise in futility, since no specific changes in 
therapy would ensue. The term MBD should be 
discarded by physicians, who were the ones who 
invented the term. (44 refs.) 


University of Colorado Medical Center 
4200 E. Ninth Avenue 
Denver, Colorado 80220 


1987 GELLIS, SYDNEY S. Editorial comment. 
American Journal of Diseases of Children, 
129(11):1324, 1975. 


Two articles by Dr. Schmitt and Drs. Haller and 
Axelrod presented differing opinions on minimal 
brain dysfunction (MBD). Basically the contro- 
versy is centered around nomenclature. This editor 
sees the term MBD as a huge wastebasket into 
which physicians dump a large number of children 
with normal intelligence who have difficulty in the 
classroom because of hyperactivity, aggressive 
behavior, clumsiness, or inability to read, spell, or 
add. The child who cannot concentrate and 
displays abnormally excessive activity should be 
diagnosed as hyperactive; the child who has 
difficulty with specific aspects of learning and is 
not a case of delayed maturation should be 
diagnosed as a case of learning disability. It cannot 
be denied that there are children whose hyperac- 
tivity prevents the acquisition of learning skills. 
There are other children whose intellect is of 
sufficient level that they should be able to but do 
not acquire learning at the same rate as their peers. 
It is hoped that at some future date, we might 
acquire a better understanding of these complex 
disorders and develop improved modes of therapy 
and prevention. 


1988 BRYCE-SMITH, D.; & WALDRON, H. A. 
Hyperactivity in children. British Medical 
Journal, 4(5995):521, 1975. (Letter) 


Recent evidence for lead-induced hyperactivity in 
experimental animals does not in itself establish 
that the same phenomenon can occur in man, but 
it is of particular interest in connection with the 
report that some hyperactive children have higher 
lead burdens than do nonhyperactive controls. 
Further evidence has shown that hyperactivity 
per se does not produce elevated lead levels. 
Confirmation that lead produces behavioral effects 
in children would offer some prospect of a more 
basic contribution to the prevention of the 
syndrome, since environmental lead levels are 
corrected more easily than are social stresses. It 
might also raise hopes for curative rather than 
palliative treatment in cases in which lead was 
shown to be a factor. (7 refs.) 


Department of Chemistry 
University of Reading 
Reading, England 


1989 KUSHLICK, A.; & PALMER, J. Baby 
battering and mental retardation. British 
Medical fournal, 4(5994):467, 1975. 
(Letter) 


A plea is made for successful intervention 
regarding the problem of baby battering. It is 
noted that baby battering is an important but 
unrecognized cause of severe MR, and that looking 
for subhyaloid hemorrhages in children of abusive 
parents only leads to the detection of damage after 
it has already occurred. The demands of children 
in their first year of life place great strains on the 
parents, especially if the parents are young, 
financially burdened, responsible for other chil- 
dren, and living in poor quality housing which may 
also be overcrowded. It is important that parents 
in this situation be able to obtain practical 
assistance from professional workers who would 
listen to their problems, avoid reacting punitively, 
and refer them to the appropriate source of aid. (3 
refs. ) | 


Health Care Evaluation 
Research Team 

Dawn House 

Sleepers Hill 

Winchester, England 
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1990 SASANUMA, SUMIKO; & MONOI, 
HISAKO. The syndrome of Gogi (word- 
meaning) aphasia: selective impairment of 
kanji processing. Neurology, 
25(7):627-632, 1975. 


A case is presented of a patient with Gogi 
syndrome aphasia, the salient features of which are 
selective impairment of processing kanji (Chinese 
characters), and difficulty in finding access to the 
lexicon in both production and reception, with 
preservation of processing kana (phonetic signs), 
and fluent oral repetition. Only Japanese patients 
have exhibited this syndrome. Tests were admin- 
istered 1 month after the onset in the areas of 
auditory comprehension, oral expression, sentence 
formulation, repetition, reading, oral reading, 
writing, writing to dictation, and number concept 
and calculation. Language at this time was grossly 
impaired, except for the capacity to repeat 5-word 
and 6-word sentences (with little comprehension). 
Reassessment of the patient’s language abilities 3 
months later showed modest improvement in most 
of the areas tested, but no change in the overall 
pattern of performance. The neuropathologic basis 
for this syndrome is obscure. There have been no 
postmortem studies of reported cases of Gogi 
aphasia, but clinical and laboratory evidence 
suggests that the lesion responsible for the 
syndrome tends to be rather extensive and to 
involve the deep white matter of the second and 
third temporal gyri, extending posteriorly to the 
parietal region, but sparing the ‘‘Broca-Wernicke 
area complex.”’ Cases in the literature are reviewed 
and contrasted to cases of Broca’s aphasia with 
selective impairment of kana processing. The 
implications for a _ neurolinguistic model of 
language processing in aphasia are also discussed. 
(13 refs.) 


Tokyo Metropolitan Institute 
of Gerontology 

35-2, Sakaecho, Itabashiku 

Tokyo, 173, Japan 


1991 SAFER, DANIEL J.; *ALLEN, RICHARD 
P.; & BARR, EVELYN. Growth rebound 
after termination of stimulant drugs. 
Journal of Pediatrics, 86(1):113-116, 


1975. 


An accelerated weight gain following termination 
of treatment with a stimulant drug was confirmed 
in a study of hyperactive school children who 


671 


received either dextroamphetamine or methyl- 
phenidate during the school year. Sixty-six 
biannual growth measurements revealed that 
children who did not take medication after the 
end of the school year grew in weight and height 
at a significantly greater rate than those who 
continued to receive stimulant drugs from June to 
September. The growth rebound for the summer 
period after the drug was terminated ranged from 
15 to 58 percent above age-expected increments. 
The duration of the weight rebound following the 
use of stimulants appears to be 3 to 8 weeks; the 
duration of the height rebound is unclear. (4 refs.) 


*Baltimore County Department 
of Health 

1536 Country Ridge Lane 

Essex, Maryland 21221 


1992 LINDBERG, U.; HAGBERG, B.; OLSSON, 
Y.; & SOURANDER, P. Injury of the 
spinal cord at birth. A report of two cases. 
Acta Paediatrica Scandinavica, 


64(3):546-550, 1975. 


Spinal cord injury occurred as a severe complica- 
tion of breech delivery in 2 female infants. The 
first girl was paraplegic and lay in the characteris- 
tic frog position. She had a sensory impairment, 
spinal automatism, and paresis of the bladder. As a 
result of intercostal muscle paresis she developed 
respiratory abnormalities and died at 8 months of 
age from bronchopneumonia. Oxygen myelog- 
raphy at 4 months had revealed a picture 
resembling that of an expansive process. Autopsy 
showed the late morphologic changes after cord 
injury. The cerebral changes found, indicating 
anoxic-ischemic damage, were either agonal or 
effects of her respiratory insufficiency. The second 
patient was tetraplegic with flaccid pareses in the 
arms. At 6 years of age she had experienced several 
episodes of bronchopneumonia, urinary tract 
infections, and femur fractures as complications of 
the spinal cord injury. (23 refs.) 


Barnklinikerna 

Ostra Sjukhuset 
Smorslottsgatan 1 

S-41685 Goteborg, Sweden 
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1993 STINE, OSCAR C.; SARATSIOTIS, JOHN 
B.; & MOSSER, ROBERT S. Relationships 
between neurological findings and class- 
room behavior. American fournal of 
Diseases of Children, 129(9):1036-1040, 
1975. 


Five hundred seventy-five children between :the 
ages of 10 and 12 from low-income urban 
neighborhoods were examined by pediatricians for 
selected neurological signs and ranked by class- 
room teachers on behavioral characteristics. Data 
on neurological signs found in more than 15 
children and on types of classroom behavior 
Clinically expected to be related to central nervous 
system defects were studied statistically. Signifi- 
cant positive associations were found between 
nystagmus and hyperactivity, mixed dominance 
and hyperactivity, and mixed dominance and 
variable day-to-day performance. Nystagmus was 
associated negatively with musical ability. Failure 
to move parts of the body correctly on verbal 
command was found to be associated with 
underachievement in the classroom. Associations 
were noted also between head circumference 
greater than the ninetieth percentile and unvarying 
behavior, tactile agnosia and unvarying behavior, 
asymmetry of palpebral fissures and hyperactivity, 
and holding the head asymmetrically when 
standing with eyes closed and underachievement. 
(5 refs.) 


Greater Baltimore Medical 
Center 

6701 North Charles Street 

Baltimore, Maryland 21204 


1994 *SCHMITT, BARTON; & **RAIMONDI, 
ANTHONY Jj. Delayed onset of acute 
post-traumatic subdural effusion. Ameri- 
can fournal of Diseases of Children, 
129(6):749-750, 1975. (Letter) 


In regard to a report of 5 cases of subdural 
hematomas in children (Gutierrez and Raimondi, 
1974), physical abuse is suggested as the actual 
cause. The hematomas were attributed to head 
trauma that occurred 16 to 28 days previously, 
but the intervening mechanism is not discussed. A 
violent shaking injury which led to tearing of 
bridging veins with subsequent development of 
bilateral subdural hematomas is a_ possible 
mechanism suggested by data from several of the 
reported cases. Raimondi replies that the theory 


that physical abuse may have caused hematoma in 
several of the cases is speculative. Although trauma 
definitely occurred in all the children, there was 
no reason to believe that either physical abuse or 
neglect was responsible in any case. (1 ref.) 


*Child Protection Team 

University of Colorado 
Medical Center 

4200 E. Ninth Avenue 

Denver, Colorado 80220 


**Northwestern University 
Chicago, Illinois 


1995 SAFER, DANIEL; & KRAGER, JOHN J. 
Prevalence and management of hyperactive 
children. New England Journal of Medi- 
cine, 292(10):537, 1975. (Letter) 


Dr. Berwick is technically correct in asserting our 
failure to prove that well-to-do hyperactive 
children receive more medication than less affluent 
children. However, we do believe that the evidence 
points to these conclusions. Dr. Cline questioned 
the reliability of the school nurses’ knowledge of 
students on medication. We feel that a school 
nurse head count may have limitations but it is the 
best source of this information. In regard to 
Cline’s question regarding fewer hyperactive 
children in parochial schools, it should be noted 
that parochial schools with limited special 
educational resources tend to enroll fever children 
with educational difficulties. Our failure to clarify 
our statement on stimulating treatment led to a 
misunderstanding on the part of Dr. Cline. We 
intended simply to state that stimulants are the 
superior psychopharmacologic treatment for 
hyperactive children. Cline’s statement that he 
found no true hyperactivity among children with 
learning disabilities is not consonant with the 
research literature; nor is his statement that none 
of the 750 children referred to him received 
stimulant medication. Controlled studies reveal no 
such degree of benefit from remedial reading 
progress as Dr. Cline has reported. (19 refs.) 


Baltimore County Department 
of Public Health 
Baltimore, Maryland 
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1996 BECK, LEAH; LANGFORD, WILLIAM S.; 
MACKAY, MARY; & SUM, GRACE. 
Childhood chemotherapy and later drug 
abuse and growth curve: a follow-up study 
of 30 adolescents. American fournal of 
Psychiatry, 132(4):436-438, 1975. 


The correlation of methylphenidate medication in 
childhood with later drug abuse and growth in 
height was studied in 30 adolescents with histories 
of minimal brain dysfunction (MBD) who had 
been treated with chemotherapy for at least 6 
months and 30 adolescents matched for age, sex 
and socioeconomic background who had not been 
so treated. The adolescents in both groups were 
interviewed individually to elicit their past and 
current use of drugs. In the case of the treated 
group, the interview probed not only drug use but 
also retrospective attitudes to methylphenidate 
medication. When possible, parents were also 
interviewed to corroborate findings. It was found 
that the use of methylphenidate had no 
perceptible effect on physical growth, and that 
maturational lags appear to extend to all aspects of 
growth in children with MBD. The fear that 
medication in childhood may ease the way to later 
drug abuse was not substantiated by the data. 
Results of the study indicated that the reverse may 
be true. Children who are receiving methylpheni- 
date are eager to terminate the treatment in spite 
of their recognition of its positive effects. The 
experience of being controlled by medication 
seems to lead to later distaste of such restraint. (5 
refs.) 


Psychiatry Department 

Columbia University College 
of Physicians and Surgeons 

722 West 168th Street 

New York, New York 10032 


1997 WINSBERG, BERTRAND G.; GOLD- 
STEIN, STANLEY; YEPES, LUIS E.; & 
PEREL, JAMES M. Imipramine and 
electrocardiographic abnormalities in 
hyperactive children. American Journal of 
Psychiatry, 132(5):542-545, 1975. 


Electrocardiographic abnormalities were studied in 
7 hyperactive children, ages 7-10, who were 
receiving a total dose of 5mg/kg of imipramine a 
day in 3 equally divided doses. Three of the 
children evidenced a first-degree atrioventricular 
(A-V) block. The presence of this A-V block was 


apparently not associated with the steady-state 
concentrations of imipramine that were obtained 
in the study, but was the result of the medication 
the children received after imipramine was 
discontinued. The abnormalities were less pro- 
nounced in the other 4 children. Imipramine 
plasma levels during steady state were not found 
to be directly related to the extent of the 
electrocardiographic changes within the obtained 
plasma values. It is concluded that considerable 
investigative work needs to be done in order to 
elucidate the mechanisms by which imipramine 
produces electrocardiographic changes in children 
and to determine the clinical significance of these 
changes. In the interim, imipramine should not be 
administered to young patients with significant 
heart disease, particularly if they are already 
receiving medications that may alter conduction 
and repolarization. 25 references. 


Child Psychiatric Evaluation 
Research Unit 

New York State Department 
of Mental Hygiene 

524 Clarkson Avenue 

Brooklyn, New York 11023 


1998 QUINN, PATRICIA O.; & RAPOPORT, 
JUDITH L. One-year follow-up of hyperac- 
tive boys treated with imipramine or 
methylphenidate. American Journal of 
Psychiatry, 132(3):241-245, 1975. 


A comparative study of methylphenidate, imi- 
pramine, and placebo is reported, including 
follow-up at 1 year of the 76 hyperactive boys 
who had participated in the study. Patients were 
urged to continue initial active medication when 
possible; changes were made only when they were 
judged clinically necessary because of home or 
school pressure. Thus, optimal clinical main- 
tenance was continued by the family pediatrician 
throughout the year. Parents and_ teachers 
completed tests which rated behavioral items, and 
the children were administered a battery of 
psychological tests. A higher rate of discontinu- 
ance of imipramine than of methylphenidate was 
found in this sample, and both medications 
decreased the boy’s rate of weight gain but had no 
significant effect on growth in height. Teachers 
reported that those boys who had discontinued 
either medication showed continued hyperactivity 
and behavior problems in the classroom at 1 year. 
Both treatment groups showed continued improve- 
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ment at 1 year in the classroom and at home. The 
long-term data favor methylphenidate, but imi- 
pramine showed similar clinical response. The 
advantages of imipramine, which does not have to 
be given during school and does not wear off 
rapidly, may be important in some settings. 
Imipramine may also be a useful alternative to 
stimulant drugs. (18 refs.) 


Georgetown University School 
of Medicine 

3800 Reservoir Road N.W. 

Washington, DC 20007 


1999 SEIDEL, U. P.; CHADWICK, O.F.D.; & 
RUTTER, MICHAEL. Psychological dis- 
orders in crippled children with and 
without brain damage. Developmental 
Medicine and Child Neurology, 
17(5):563-573, 1975. 


Many observers have noted that children with 
neurological disorders also show emotional or 
behavioral problems and scholastic differences. 
Further studies indicate that although brain 
damage lowered the threshhold to psychiatric 
disorder, whether or not disorder actually 
developed depended on psychosocial influences as 
much as on cerebral damage. A _ detailed 
standardized study was made of all crippled 
children of normal intelligence between .the ages of 
5 and 15 years on the local authority lists of 
handicapped children in 3 London boroughs. 
Findings show that among crippled children of 
normal intelligence, psychiatric disorder is twice as 
common when the physical condition involves 
disease or damage of the brain. Psychiatric 
disorder remained more frequent when the 
condition involved a lesion above the brain stem. 
Findings indicated that brain damage does not 
usually lead directly to psychiatric disturbance, 
although it markedly increases the risk of such 
disturbance. Psychiatric disorder was found to be 
related not only to cerebral injury but also to 
various types of family disturbance. Increased 
biological vulnerability and psychological hazards 
were the sources of emotional and behavioral 
disturbance. (10 refs.) ; 


Institute of Psychiatry 
London SES 8AF, England 


2000 *BERWICK, DONALD M.; **KLINE, 
CARL L.; & WESSEL, MORRIS A. 
Prevalence and management of hyperactive 
children. New England Journal of Medi- 
cine, 292(10):536, 1975. (Letters) 


Dr. Berwick questions Krager and Safer’s state- 
ment that hyperactive children in wealthier areas 
receive medication to a greater degree than 
children in poorer areas. The data presented are 
Consistent with the possibility that the use of 
medication in poorer areas is confined to wealthier 
children, or perhaps, that its use in wealthier areas 
is confined to poorer children. Additional 
questions are raised by this article: 1) do parochial 
schools really have fewer hyperactive children?; 2) 
are they implying that Catholicism produces fewer 
hyperactive children? The authors claim that 88 
percent of the children on medication are receiving 
stimulants and this psychopharmacologic treat- 
ment is superior. Dr. Kline calls attention to a 4- 
year study involving 750 children with severe learn- 
ing disabilities: none were classified as hyperactive, 
and some were receiving Ritalin or amphetamines. 
Ninety six percent are doing well as a result of 
Orton-Gillingham remedial therapy. Dr. Wessell 
point outs that data supplied by Krager and Safer 
reveal an increase in a 2-year period in the number 
of children receiving medication. Hyperactivity 
may represent only one aspect of a Clinical 
problem. Any hyperactive child merits psychologic 
studies; to treat a child with medication without 
considering his capacity to learn betrays the trust 
that a family places in the doctor when seeking his 
consultation. 


*Harvard School of Public 
Health 
Boston, Massachusetts 


** University of British Columbia 
Vancouver, British Columbia 


2001 REES, ALAN; SYMONS, JOHN; JOSEPH, 
MICHAEL; & LINCOLN, CHRISTOPHER. 
Ventricular septal defect in a battered 
child. British Medical Journal, 
1(5948):20-21, 1975. 


Clear evidence of a traumatic ventricular septal 
defect (VSD) was present in a 5-year-old girl 
admitted to the hospital 2 weeks after an assault 
by her stepfather. A kick in the chest resulted in 
cardiac failure with a loud systolic mumur. After 
an operation was deferred for 8 weeks to allow the 
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margins to fibrose, the defect was closed using 
cardiopulmonary bypass. An aneurysmal area was 
plicated with interrupted sutures. Pulmonary 
plethora and heart size diminished rapidly during 
an uneventful postoperative course. No case of 
cardiac injury has been previously reported among 
battered children. The knowledge that the child’s 
heart was normal before the assault and the 
appearance of cardiac failure and a murmur soon 
after the injury facilitated the diagnosis of 
traumatic VSD. (13 refs.) 


Paediatric Department 
Brompton Hospital 
London SW3 6HP, England 


2002 MITCHELL, ROSS G. The incidence and 
nature of child abuse. Developmental 
Medicine and Child Neurology, 
17(5):641-644, 1975. 


Child abuse, a complex phenomenon, ranges from 
fatal assault to deprivation of food or affection. 
Mental cruelty, one aspect of the phenomenon, 
may be just as damaging as physical abuse. In 
order to find a successful measure for the 
prevention of child abuse, there is a need to 
understand this phenomenon in respect to its 
causes and danger signals. Although no typical 
battering parent exists, mothers who are aggressive 
towards their children are often: 1) usually young; 
2) themselves victims of unhappy childhoods; 3) 
immature with dependent personalities; and 4) 
have low self esteem. Abused children are usually 
no different from other children, but child abuse is 
more frequent among: 1) the handicapped; 2) 
those who have spent time in special care baby 
units; and 3) crying, restless infants. Despite 
difficulties in recognizing and pinpointing batter- 
ing parents and abused children, knowledge of the 
Clinical picture of the nonaccidental injury exists. 
Physicians, especially surgeons and general practi- 
tioners, must increase their index suspicion. 
Mechanisms for recording the pattern of repeated 
incidents must be developed. Recognizing the 
abusing situation before injuries occur is a primary 
aspect of prevention. (2 refs.) 


Ninewells Hospital and 
Medical School 

University of Dundee 

Dundee DD2 IUD, Scotland 





2003 Northeastern Illinois University. Academic, 
behavioral, and psychological responses of 
hyperactive children to stimulant medica- 
tion. Bradley, Eunice. Chicago, Illinois, 
1975, 78 pp. Available from ERIC 
Document Reproduction Service, Box 190, 
Arlington, Virginia 22210. Price MF $0.76; 
HC $4.43, plus postage. Order No. 
ED116419. 


Research concerning the academic, behavioral, and 
psychological responses of hyperactive children to 
Stimulant medication is reviewed. The minimal 
amount of knowledge that the educators have 
regarding stimulant medication is noted, as well as 
research methodology in psychopharmacological 
studies, and procedures used for collecting data. 
Reactions to stimulant medication which may 
require treatment other than drugs, such as 
unorthodox interpersonal relations, are also 
considered. Guidance may be needed for the child 
who has experienced a great deal of school failure 
in order for that child to improve his self-image, 
and may also be necessary for parents in order to 
relieve any guilt feelings, and improve their 
relationships with their children. However, the 
majority of hyperactive children show positive 
responses to stimulant medication. An appendix is 
provided which includes the Report of the 
Conference on the Use of Stimulant Drugs in the 
Treatment of Behaviorally Disturbed Young 
Children, position papers from the American 
Academy of Pediatrics and the American School 
Health Association, Conners’ Teacher Rating 
Scales, a graph of the effects of stimulant drugs on 
psychological tests, and a list of 7 performance 
patterns with their characteristic drug effects. 


2004 MONTAGU, J. D.; & SWARBRICK, 
LINDA. Effect of amphetamines in hyper- 
kinetic children: stimulant or sedative? A 
pilot study. Developmental Medicine and 
Child Neurology, 17(3):293-298, 1975. 


The effects on motor activity and palmar skin 
admittance of dextro-amphetamine and _ levo- 
amphetamine upon 6 hyperkinetic children were 
measured. Each child was tested 6 times at 
48-hour intervals. In the first 3 tests each child was 
given d-amphetamine sulphate, l-amphetamine 
sulphate and placebo, once each on different 
occasions. The second 3 tests were a replication of 
the first 3 tests. Virtually no change in motor 
activity occurred following placebo. In contrast, 
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dextro-amphetamine and levo-amphetamine both 
effected mean decreases in motor activity, with 
the effects of levo-amphetamine being consider- 
ably greater than those of the d-isomer. Both 
isomers resulted in significant mean decreases in 
skin admittance, but the placebo resulted in an 
increase. The effect of the levo-amphetamine was 
greater than that of the dextro-amphetamine. 
These findings offer no support for the hypothesis 
that hyperkinetic children who are calmed by 


stimulant drugs are underaroused and benefit from 
stimulation. The data indicate instead that the 
beneficial effect of amphetamines is attributable 
to a sedative action. (15 refs.) 


MRO Clinical Psychiatry Unit 
Graylingwell Hospital 
Chichester, Sussex PO19 IBR 
England 


MEDICAL ASPECTS — Etiologic Groupings 
Postnatal growths and gross brain disease 


2005 GREENWOOD, ROBERT S.; DEVIVO, 
DARRYL C.; NELSON, JAMES S.; DOD- 
SON, W. EDWIN; RAICHLE, MARCUS E.; 
GADO, MOKHTAR; HAYMOND, 
MOREY W.; & PRENSKY, ARTHUR L. 
An autosomal dominant form of necroti- 
zing encephalomyelopathy resembling a 
spinocerebellar degeneration. Transactions 
of the American Neurological Association, 
100:47-50; discussion, 50-51, 1975. 


A slowly progressive neurologic disorder resem- 
bling a spinocerebellar degeneration was found in 
3 successive generations of a family. Involvement 
of both males and females was consistent with 
autosomal dominant inheritance. At least 4 family 
members had suffered superimposed acute neuro- 
logic deterioration, and 2 members in the second 
and third generations had pathologically proven 
subacute necrotizing encephalomyelopathy (SNE). 
The inhibitor for the cerebral enzyme, thiamine 
pyrophosphate-ATP phosphoryltransferase, was 
detected in the urine of the proband’s mother and 
half-sister but was absent in the urine of the 
proband, who had pathologically confirmed SNE. 
This may be the first example of a false negative 
urine inhibitor test in a pathologically proven case 
of SNE. A unique cerebral angiographic abnor- 
mality involving the small perforating vessels 
supplying the diencephalon and mesencephalon 
was seen in the proband. The proband, mother, 
and half-sister also demonstrated an elevation in 
the cerebrospinal fluid lactate/pyruvate ratio, and 
absolute elevations in cerebrospinal fluid lactate 
concentrations were noted in the proband and 
half-sister. 
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2006 GORNALL, PETER; HITCHCOCK, ED- 
WARD; & KIRKLAND, I. S. Stereotaxic 
neurosurgery in the management of cere- 
bral palsy. Developmental Medicine and 
Child Neurology, 17(3):279-286, 1975. 


Ten cases of children with cerebral palsy on whom 
were performed stereotaxic operations on the 
central nervous system are described in order to 
emphasize that surgery is only one aspect of a 
multidisciplinary treatment of cerebral palsy, to be 
planned in conjunction with physiotherapy and 
orthopedic management in selected cases. Seven of 
the 10 cases.consisted of alert and cooperative 
children with spastic hemiplegia or diplegia, of 
whom 6 received benefit from the thalamotomy or 
dentatotomy. The seventh case, a child with 
diplegia, showed improvement in his left lower 
limb, but the right limb worsened. One child with 
spastic diplegia, in whom a thoracic meningocele 
had been closed at birth, was not improved by 
bilateral dentatotomy. Dentatotomy was effective 
in reducing the dystonia and athetosis of the 
quadriplegic children, as well as the spasticity of 
the limbs, rendering the nursing of these patients 
much easier. It is suggested that, in some cases, the 
greatest benefits from stereotaxic surgery are 
obtained when the operation is performed early. 
However, the close cooperation of the neurosur- 
geon with the pediatrician, the physiotherapist, 
and the orthopedic surgeon should be an integral 
part of the patient management in each case. (12 
refs. ) 

Department of Paediatric 

Surgery 
Western General Hospital 

Edinburgh EH4 2XU, Scotland 
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2007 RAYNAUD, ELIE-JEAN; ESCOUROLLE, 
RAYMOND; BAUMANN, NICOLE; TUR- 
PIN, JEAN-CLAUDE; DUBOIS, GISELE; 
MALPUECH, GEORGE; & LAGARDE, 
ROGER. Metachromatic leukodystrophy: 
ultrastructural and enzymatic study of a 
case of variant O form. Archives of 
Neurology, 132(12):834-838, 1975. 


Austin disease, variant O of metachromatic 
leukodystrophy (MLD), was diagnosed in a 
3.5-year-old girl with progressive mental and 
physical deterioration. Acrylamide gel electro- 
phoresis showed decreased activities of arylsul- 
fatases A and B in leukocytes of peripheral blood. 
Biopsy specimens of the patient's brain and 
peripheral nerve examined by electron microscopy 
showed lamellar structures with so-called zebra 
bodies in the cytoplasmic processes of glial cells, 
granulomembranous inclusions with fingerprint 
configurations in neurons, and myelin-like material 
in Schwann cells. The findings suggested an 
intricate nature of this dysmetabolic disorder, 
which showed ultrastructural changes generally 
seen in classic MLD, a deficiency of arylsulfatase A 
only, concomitant with those seen in mucopoly- 
saccharidoses such as Hurler and Sanfilippo 
syndromes. The present case resembled the 
multiple sulfatase deficiency first described by 
Austin. The results do not favor the theory of an 
inborn error of metabolism or a structural gene as 
the causative factor, and they may suggest a 
controller-gene abnormality. (21 refs.) 


Department of Pediatrics 
Clermont-Ferrand Hospital 
63000, Clermont-Ferrand, France 


2008 TISHLER, PETER V. A family with 
coexistent von Recklinghausen’s neuro- 
fibromatosis and von Hippel-Lindau’s dis- 
ease: diseases possibly derived from a 
common gene. Neurology, 25(9):840-844, 
1975. 


Three successive generations of a large kindred 
presented with 2 coexistent neurocutaneous 
syndromes. Certain members appeared to have von 
Recklinghausen’s neurofibromatosis (cutaneous 
neurofibromata, cafe-au lait spots), while others 
had von Hippel-Lindau’s disease (angiomatosis 
retinae, renal cell carcinomas, pancreatic cysts). At 
least 1 individual had a combined syndrome 
involving neurofibromata, cafe-au lait spots, 


pheochromocytomas, cerebellar hemangioblas- 
toma, renal cell carcinoma, and pancreatic cysts. 
The appearance of symptoms in 3 successive 
generations in both males and females and 
male-to-male transmission indicated autosomal 
dominant inheritance. The coexistence of both 
diseases is consistent with the simultaneous 
segregation of 2 genes, 1 for each disease, in this 
kindred. On the other hand, it is reasonable to 
suggest that these diseases are the result of a single 
gene of large effect, which exerts a profound but 
pleiotropic influence on the growth of cells of 
diverse origin. (12 refs.) 


Channing Laboratory 
Boston City Hospital 
Boston, Massachusetts 02118 


2009 MALONE, MICHAEL J.; SAKURAGAWA, 
NORIO; & SZOKE, MARIA. A compara- 
tive study of myelin fractions from 
metachromatic and globoid leukodystro- 
phies. Neurology, 25(9):827-832, 1975. 


Myelin isolated post mortem from brains of 
patients with metachromatic and globoid forms of 
leukodystrophy was studied, and the chemical 
composition of these isolates was compared with 
material from age-matched human controls. In the 
leukodystrophies, isolates were obtained from 
central white matter and subcortical U fiber areas. 
The method employed yielded light and heavy 
myelin fractions. In the leukodystrophies, the 
metabolic deficits affected primarily a later 
formed compact, heavy myelin fraction. In terms 
of myelin yield, both the devastated central white 
matter and the histologically “normal”? U fiber 
areas showed a pattern of isolatable myelin in 
which the light fraction was 50 percent of the 
total isolatable material, in contrast with the 
myelin from control white matter in which the 
light fraction was less than 5 percent of the total 
isolatable material. This pattern was identical in 
the globoid and metachromatic leukodystrophy 
specimens, Earlier stages in myelinogenesis were 
relatively unaffected, and the data suggested that 
the pathogenic mechanism in both disorders 
involved the elaboration of an unstable myelin 
membrane in later states of maturation. (21 refs.) 


Children’s Hospital National 
Medical Center 

2125 13th Street, N.W 

Washington, D.C. 20009 
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2010 GRAHAM-POLE, J.; FERGUSON, A.; 
GIBSON, A.A.M.; & *STEPHENSON, 
).B.P. Familial dysequilibrium-diplegia 
with T-lymphocyte deficiency. Archives of 
Disease in Childhood, 50(12):927-932, 
1975. 


A second family is described with a combination 
of defective thymus-dependent immunity and 
cerebral palsy in a brother and a sister. The 
composite picture in this second case strongly 
resembled the two cases in the first family 
reported. The neurological syndrome in_ the 
children was neither a pure dysequilibrium nor an 
ataxic diplegia but was dominated by dysequilib- 
rium without notable limb ataxia, i.e., dysequilib- 
rium-diplegia. The pathology of neuronal dyspla- 
sia with heterotopia, implying abnormal neuronal 
migration in embryogenesis, was presumed identi- 
cal to the first family cases. The immunological 
defect in the children, consisting of defective 
lymphocyte production and cellular immunity 
with essentially normal immunoglobulin levels and 
antibody production, was also similar to the first 
reported cases. An attempt to restore immune 
competence in one of the children by means of 
fetal thymus implant failed due to the child’s poor 
constitutional state, recent surgery, and the 
presence of sepsis. (8 refs.) 


* Assessment Unit 
Royal Hospital for Sick Children 
Yorkhill, Glasgow G3 8S], Scotland 


2011 BERATIS, NICHOLAS G.; DANESINO, 
CESARE; & HIRSCHHORN, KURT. De- 
tection of homozygotes and heterozygotes 
for metachromatic leukodystrophy in 
lymphoid cell lines and peripheral leuko- 
cytes. Annals of Human Genetics, 
38(4):485-493, 1974-75. 


Assays of arylsulphatase A, the heat labile 
component of the enzyme cerebroside sulphatase, 
were performed on peripheral leukocytes and 
lymphoid cell lines from normal subjects and in 
heterozygotes and homozygotes for metachroma- 
tic leukodystrophy (MLD). An improved proce- 
dure based on the removal of excess protein from 
the final digest was utilized. Peripheral leukocytes 
prepared from 11 normal donors, 8 obligate 
heterozygotes, and 5 homozygotes for MLD 
showed no overlap of arylsulphatase A activity; 
this absence of overlap was confirmed through the 
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use of a modified assay procedure. Arylsulphatase 
A activity in 30 lymphoid lines and sublines 
established from 18 normal donors, 2 heterozy- 
gotes, and 1 homozygote for MLD remained stable 
for several months. Findings indicate that 
lymphoid cell lines maintain long-term enzymic 
Stability in culture and are useful in the 
identification of heterozygotes and in_ the 
investigation of biochemical problems. Also, 
peripheral leukocytes may be the best system for 
detecting the heterozygous state of MLD. (27 
refs.) 


Division of Medical Genetics 
Mount Sinai School of Medicine 
of the City University of 
New York 
New York, New York 10029 


2012 FAXELIUS, GERD; TEGER-NILSSON, 
ANN—CATRINE; WILHELMSSON, S.; & 
ASTROM, L. Disseminated intravascular 
coagulation and congenital neuroblastoma. 
Acta Paediatrica Scandinavica, 


64(4):667-670, 1975. 


A case is reported of an infant with congenital 
neuroblastoma, complicated with disseminated 
intravascular coagulation. Physical examination 
immediately after birth revealed a large abdomen 
with enlarged liver and spleen. The liver size 
continued to increase, and on the third day of life 
neuroblastoma was suspected, as bone marrow 
showed invasion of malignant cells. The diagnosis 
was confirmed by increased levels of homovanillic 
and mandelic acid in urine. On the fifth day of life 
the infant started to bleed from the umbilical 
tract, and the diagnosis of disseminated intravascu- 
lar coagulation was established. An exchange 
transfusion with heparinized blood was performed 
and heparin therapy was started with a dosage of 
300-240U/kg body weight per day, given i.v. at 
4-hour intervals. After exchange transfusion and 
heparinization, the coagulation anomaly was 
corrected. Irradiation and chemotherapy were 
started on the eleventh day of life and temporarily 
improved the general condition of the infant. The 
infant finally succumbed from its primary 
neoplastic disease. (19 refs.) 


Department of Paediatrics 
Karolinska sjukhuset 
S-104 01 Stockholm, Sweden 
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2013 GRUNNET, MARGARET L. Nuclear 
bodies in Creutzfeldt-Jakob and Alzhei- 
mer’s diseases. Neurology, 25(9):1091- 
1093, 1975. 


The appearance of nuclear bodies types I, II, III, 
and IV in Creutzfeldt-Jakob disease, a known slow 
virus disease, and Alzheimer’s disease, a presenile 
dementia of unknown etiology, is reported. It is 
suggested that these unclear bodies indicate a viral 
etiology for Alzheimers disease. However, it is 
equally as possible that they indicate only the 
reactivity of glial cells in this disease. In the 
patient with Alzheimer’s disease, nuclear bodies 


types | and III were most frequent, while in the 
patient with Creutzfeldt-Jakob disease, types II 
and Ill were most common. Type IV _ nuclear 


bodies, consisting of a dense, granular core with a 
surrounding fibrillar halo, were the rarest form of 
all. (16 refs.) 


Department of Neurology 
and Pathology 

University of Utah College 
of Medicine 

Salt Lake City, Utah 84132 


2014 VANIER, MARIE THERESE; & *SVEN- 
NERHOLM, LARS. Chemical pathology of 
Krabbe’s disease. Ill. Ceramide-hexosides 
and gangliosides of brain. Acta Paediatrica 
Scandinavica, 64(4):641-648, 1975. 


Cerebral cortex and white matter of brain 
specimens obtained at autopsy of 16 patients who 
had died of Krabbe’s disease between the ages of 7 
and 32 months were dissected. The concentrations 
of galactosylceramides, lactosylceramides, and 
glucosylceramides were normal or slightly 
increased in cerebral cortex, but were diminished 
in white matter, particularly the galactosylcera- 
mides. Higher ceramide-hexosides were markedly 
increased. The concentrations of globotriose, 
globotetraose, and blood-group substance H were 
consistently higher in white matter than in 
cerebral cortex. In Krabbe’s disease, the fatty acid 
patterns of glycosyl- and lactosy!ceramide have 
similarities with those of globotriose and globo- 
tetraose, which support the idea that portions of 
glucosyl- and lactosylceramides might be structural 
components of the globoid cells. The ganglioside 
distribution was severely altered. GD; a and Gy, 
were severely reduced in cerebral cortex and white 
matter, while Gpip and GT, were slightly 
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decreased in cerebral cortex, but increased in 
white matter. Normally minor brain gangliosides 
metabolically related to Gpyp and GT; were 


strongly increased in cerebral cortex and in white 
matter. The large increase in the concentration of 
galactosylsphingosine (psychosine) might be the 
primary lesion in Krabbe’s disease. (35 refs.) 


*Department of Neurochemistry 
Goteborgs Universitet 

Fack 

S-400 33 Goteborg 33, Sweden 


2015 SVENNERHOLM, LARS; HAKANSSON, 
GUNILLA; & VANIER, MARIE 
THERESE. Chemical pathology of 
Krabbe’s disease. IV. Studies of galactosyl- 
ceramide and lactosylceramide {-galactosi- 
dases in brain, white blood cells and 
amniotic fluid cells. Acta Paediatrica 
Scandinavica, 64(4):649-656, 1975. 


Galactosylceramide  beta-galactosidase and 
lactosylceramide beta-galactosidase activities were 
investigated in normal human brain, leukocytes 
and amniotic fluid cells. Enzymatic assays were 
performed on brains from 11 patients with 
Krabbe’s disease, on leukocytes from 16 patients 
and 18 obligate heterozygotes, and on amniotic 
fluid cells from 9 fetuses at risk. A profound 
deficiency of galactosylceramide beta-galactosidase 
activity in brain, approximately 1 percent of that 
in age-matched controls, was shown. The lactosyl- 
ceramide beta-galactosidase activity of brain was 
also strongly reduced, but not to the same extent 
as the other beta-galactosidase. Galactosylceramide 
beta-galactosidase activity in leukocytes from 
patients with Krabbe’s disease was generally less 
than 5 percent of that in age-matched controls, 
and there was no overlap between the patients and 
the obligate heterozygotes. Carrier detection by 
the leukocyte enzyme was, however, not possible, 
because of considerable overlap between the 
heterozygotes and normal controls. The lactosyl- 
ceramide beta-galactosidase activity was only 
moderately reduced in leukocytes, but strongly 
reduced in cerebral tissue from patients with 
Krabbe’s disease. The changes in the glycolipid 
pattern of cerebral tissue offer an explanation of 
the serious glycolipid beta-galactosidase deficiency 
in the central nervous system. (27 refs.) (Author 
abstract) 


Department of Neurochemistry 
Goteborgs Universitet 

Fack 

S-400 33 Goteborg 33, Sweden 
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2016 HITCHCOCK, EDWARD. _ Stereotaxic 
neurosurgery for cerebral palsy. British 
Medical Journal, 4(5991):285, 1975. 
(Letter) 


A response to an article on stereotaxic neuro- 
surgery for cerebral palsy is presented which 
contests the suggestion that stereotaxic surgery is 
unlikely to be widely undertaken on children with 
cerebral palsy because of the need to perform the 
operation under general anesthesia, making accu- 
rate localization impossible. It is suggested that 
since the use of depth recording and stimulation in 
increasing stereotaxic accuracy has been known 
for many years and has been reported extensively, 
it is likely that stereotaxic procedures will be 
increasingly performed on children with cerebral 
palsy as the results of such treatment become 
increasingly successful. (4 refs.) 


Department of Surgical 
Neurology 

Western General Hospital 

Edinburgh, Scotland 


2017 LUNDBERG, AKE. Mechanical efficiency 
in bicycle ergometer work of young adults 
with cerebral palsy. Developmental Medi- 
cine and Child Neurology, 17(4):434-439, 
1975. 


Using a method specially adapted to the 
restrictions in motor function characteristic of 
cerebral palsy, the differences in mechanical 
efficiency in bicycle ergometer work between 10 
pupils (chronological age 18 to 30 years) with 
various forms of cerebral palsy were investigated. 
Six Ss (all men) were in the dyskinetic/ataxic 
group (Group 1); the other 4 (3 women and 1 
man) were in the spastic group (Group 2). Three 
male and 3 female nonhandicapped individuals 
(chronological age 18 to 25 years) constituted the 
control group. The mean value for mechanical 
efficiency was 21.1 percent for Group 1 and 15.5 
percent for Group 2; the difference was 
statistically significant (p<.001). The mean 
pedaling rates were 52.9rpm for the first group 
and 48.9rpm for the second group. Results for 
Group 1 and the control group did not differ 
significantly from those obtained for a normal 
population. Basal oxygen consumption was some- 
what higher for Group 2 than for controls, but not 
of the same magnitude as that of Group 1. The 
observed differences between the 2 groups with 
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cerebral palsy seemed to result from the greater 
amount of energy that had to be expended by the 
spastic group in order to overcome the constant 
increase in muscle tone during the bicycle 
ergometer test. (7 refs.) 


Medical Department for 
Adolescents 

Ingemundskolan 

S-104-01 Stockholm 60, Sweden 


2018 PARK, BERT E.; *NETSKY, MARTIN G.; 
& BETSILL, WILLIAM L., JR. Patho- 
genesis of pigment and spheroid formation 
in Hallervorden-Spatz syndrome and re- 
lated disorders: peroxidation as a common 
mechanism. Neurology, 
25(12):1172-1178, 1975. 


A case of Hallervorden-Spatz syndrome is reviewed 
in which neuromelanin was found in neurons and, 
extracellulary, in the globus pallidus and pars 
reticula of the substantia nigra. Lewey bodies were 
also noted in some cells of the pars compacta. It is 
proposed that both pigment and spheroids are 
formed from lipogenic precursors, the former from 
lipofuscin present intraneuronally and extraneuro- 
nally, the latter from lipid peroxides liberated by 
the oxidation of fatty acids in the myelin sheath. 
The suggestion is offered that neuromelanin is a 
late stage in the metabolism of intraneuronal and 
extraneuronal lipopigments. Discrepancies among 
the histochemical features of the pigment in 
different cases may be explained by differences in 
amounts of lipofuscin, neuromelanin, and their 
precursors. The relation of peroxidation to the 
pathogenesis of some related degenerative diseases 
is also suggested. (25 refs.) 


Department of Pathology 
Vanderbilt University School 
of Medicine 


Nashville, Tennessee 37232 


2019 MURPHY, JEROME V.; & CRAIG, 
LINDA. Leigh’s disease: significance of the 
biochemical changes in brain. Journal of 
Neurology, Neurosurgery, and Psychiatry, 
38(1):1100-1103, 1975. 


Brains of 5 patients with Leigh’s disease (subacute 
necrotizing encephalomyelopathy) were examined 
to determine whether an inhibitor to the synthesis 
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of thiamine triphosphate detected in fluids and 
urine of patients has an etiological role in 
producing the changes of the disease or whether 
the inhibitor is a consequence of the disease. An 
accumulation of thiamine pyrophosphate and a 
deficiency of thiamine triphosphate was found in 
all S brains. In two of the brains, the enzyme 
which converts thiamine pyrophosphate to thia- 
mine triphosphate was normally active, suggesting 
that the inhibitor found in Leigh’s disease may 
have produced the observed neurochemical 
changes. The opposite frontal pole of all the brains 
studied was histologically normal, indicating that 
these changes were not artifacts of tissue 
destruction. Three explanations are set forth for 
the deficiency of thiamine triphosphate and the 
accumulation of thiamine pyrophosphate. Similar 
histopathological changes in brains of patients 
with Wernicke’s disease are noted. (13 refs.) 


Milwaukee Children’s Hospital 
1700 West Wisconsin Avenue 
Milwaukee, Wisconsin 53233 


2020 APTER, NAOMI; CHEMKE, JUAN; 
HURWITZ, NINA; & LEVIN, STANLEY. 
Neonatal neurofibromatosis: unusual mani- 
festations with malignant clinical course. 
Clinical Genetics, 7(5):388-393, 1975. 


A female infant born to a family with 
neurofibromatosis had a course of the disease 
which progressed rapidly and led to unusual, 
severe, incapacitating symptoms soon after birth. 
Macroglossia due to a tumor of the entire left side 
of the tongue and sublingual tissue was observed at 
birth, and moderate pectus excavatum and a few 
cafe-au-lait spots on the skin were seen. The tumor 
spread extensively within the neck and medias- 
tinum and caused progressive, mechanical respira- 
tory obstruction. Macrocephaly was present at 
birth and was progressive, with gradually increas- 
ing frontal bossing. The infant exhibited marked 
psychomotor retardation. A strangulating death 
occurred at 1 year of age. Several individuals in the 
family had been affected through 2 generations. 
The mother developed multiple neurofibromata in 
early adult life and displayed numerous cafe-au-lait 
spots. In addition to the proband, 2 of her 
children had multiple cafe-au-lait spots; the 
8-year-old daughter had a giant nevus as well, and 
the affected 14-year-old son had marked bilateral 
gynecomastia. (13 refs.) 


Department of Pediatrics “A” 
Kaplan Hospital 
Rehovot, Israel 


2021 DENHOFF, ERIC; FELDMAN, STEVEN; 
SMITH, M. GLENN; LITCHMAN, 
HENRY; & HOLDEN, WILLIAM. Treat- 
ment of spastic cerebral-palsied children 
with sodium dantrolene. Deve/opmental 
Medicine and Child Neurology, 
17(16):736-742, 1975. 


Recent studies have suggested that dantrolene 
sodium, a _ peripherally acting skeletal-muscle 
relaxant, may fulfill the necessary criteria for a 
successful muscle relaxing drug in the treatment of 
spastic forms of cerebral palsy. An attempt was 
made to evaluate the effects of the drug in 28 
children (median age 7 years) with spastic cerebral 
palsy. Researchers employed a _ double-blind 
within-subject crossover design in which each child 
served as his own control. During the two 6-week 
treatment sessions, separated by a 2-week washout 
period, half of the Ss received the drug during the 
first period and placebo during the second period. 
The order of dantrolene sodium and placebo 
administration was assigned randomly and was 
counter-balanced across children. Five children 
showed marked benefit in various functioning 
areas from the drug as compared with the placebo. 
In no case did all of the observers agree about the 
improvement. Ten children showed marginal 
improvements, and 13 showed no consistent 
differences. Minor side effects were transient, but 
3 Ss who continued using the drug after the study 
period showed increased seizures. One child who 
had had no previous seizures and a normal EEG 
developed fits. Parents of the children did report a 
small but definite improvement in activities of 
daily living during the period of drug administra- 
tion. (13 refs.) 


Governor Medical Center 
Providence, Rhode Island 


2022 GUNSOLUS, PAMELA; WELSH, CAROL; 
& HOUSER, CAROLYN. Equilibrium 
reactions in the feet of children with 
spastic cerebral palsy and of normal 
children. Developmental Medicine and 
Child Neurology, 17(5):580-591, 1975. 
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The diagnostic evaluation of any child suspected 
of neuromotor abnormality should include an 
assessment of equilibrium reactions throughout 
the body. The foot, which is often overlooked, is a 
sensitive indicator of abnormality. The foot 
balancing reactions to posterior and_ lateral 
displacement of the body were compared in 20 
normal children and 30 children with spastic 
cerebral palsy. In order to describe the normal 
developmental sequence and to contrast the 
responses of the feet of the spastic children with 
those of the normal children, the Ss were divided 
into 5 functional groups. Normal children 
(advanced walkers - those who had been walking 
less than 6 weeks) showed less developed ankle 
and medial-arch reactions and exhibited clawing 
rather than toe dorsiflexion. Ss with spastic 
cerebral palsy differed significantly from the 
normal advanced walkers in observed reactions. 
When compared with normal beginning walkers, 
they demonstrated less ankle dorsiflexion and 
medial-arch reactions but appeared similar in other 
factors. (19 refs.) 


C. Welsh 
1711 East Cliff Drive 
Santa Cruz, California 95060 


2023 PEDDER, R. A. The care of the cerebral 
palsied child at school. Developmental 
Medicine and Child Neurology, 
17(5):524-525, 1975. 


In their chapter, ‘“The Paediatric Role in the Care 
of the Child with Cerebral Palsy,” Box and 
MacKeith feel that for the cerebral-palsied child, 
physical management should take the form of a 
well thought out education program within an 
ordinary school curriculum. The program should 
be based on certain objectives: 1) encouraging 
good postural positions to enable the child to 
function to the best of his ability; 2) making 
postural correction when desirable in an effort to 
improve the quality of a function or postural 
position or to prevent the development of a 
contracture or deformity. The physical education 
should be as all-embracing as the nature of the 
handicap and the child’s progress permits. The 
system which has operated at the Wilfred Pickles 
School is briefly sketched. (1 ref.) 


Wilfred Pickles School 
Lincolnshire PEO 3QN, England 
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2024 HAGBERG, B.; HAGBERG, G.; & OLOW, 
I. The changing panorama of cerebral palsy 
in Sweden 1954-1970. Il. Analysis of the 
various syndromes. Acta Paediatrica 
Scandinavica, 64(2):193-200, 1975. 


Etiologic and pathogenic data for an unselected 
series of 560 cases of cerebral palsy, born between 
1954 and 1970, were analyzed in detail according 
to major syndrome. Spastic syndromes accounted 
for 405 cases reflecting different etiological and 
pathogenetic factors. Spastic hemiplegia was 
associated with untraceable and prenatal factors, 
while spastic tetraplegia was related to placental 
dysfunction in small-for-date babies and severe 
asphyxia. Spastic diplegia was still characteristic of 
an immature newborn infant, although the number 
of low birth weight children in this subgroup 
declined significantly. Ataxic diplegic forms were 
more similar pathogenetically to spastic diplegia 
than to simple ataxia. Two-thirds of the ataxic 
children were characterized by normal pregnancy, 
delivery, and birth weight, suggesting a possible 
genetic factor. Perinatal asphyxia most often was 
associated with dyskinetic syndromes. (21 refs.) 


Department of Paediatrics II 
Ostra Sjukhuset 
Smorslottsgatan 1 

S-41685 Goteborg, Sweden 


2025 HAGBERG, B.; HAGBERG, G.; & OLOW, 
I. The changing panorama of cerebral palsy 
in Sweden 1954-1970. |. Analysis of the 
general changes. Acta Paediatrica Scandi- 
navica, 64(2):187-192, 1975. 


Analysis of an unselected series of 560 cases of 
cerebral palsy born in Sweden between 1954 and 
1970 indicates a significant decrease in incidence. 
Examination of 4 time periods during these years 
shows a successive decrease from 2.2 percent 
between 1954 and 1958 to 1.3 percent for the 
1967 to 1970 period. The decrease was significant 
among children of low birth weight (from 46 
percent to 32 percent over the 16 years); was 
related to the spastic and ataxic diplegia 
syndromes; and reflected a decrease (from 50 
percent to 40 percent) in the proportion of 
cerebral palsy due to perinatal causes. The 
reduction in cerebral palsy is related to recent 
active efforts to prevent brain damage caused by 
neonatal jaundice, asphyxia, and perhaps severe 
birth trauma. Incidence, birth weight, etiology, 





—_—_— *Y ff -« AL = ~~ = ~~ 


~~ =a 





MEDICAL ASPECTS 2026-2028 





and IQ ranges are examined for spastic hemiplegia, 
tetraplegia, and diplegia, ataxic diplegia, congenital 
ataxia, athetosis (non-tension athetosis), and 
dystonic forms (tension athetosis). (21 refs.) 


Department of Pediatrics II 
Ostra Sjukhuset 
Smorslottsgatan 1 

S-41685 Goteborg, Sweden 


2026 LUBOZYNISKI, MICHAEL F.; & 
ROELOFS, ROBERT I. Friedreich’s 
ataxia. Southern Medical  /Journal, 


68(6):757-763, 1975. 


In 1863 Nikolaus Friedreich described Friedreich’s 
ataxia. In 1954 Greenfield defined it as the spinal 
form of the spectrum of disease seen under the 
title of spinocerebellar degeneration. Studies 
within the last 10 years have examined Fried- 
reich’s ataxia with respect to associated heart 
disease, diabetes mellitus, peripheral nerve involve- 
ment, and EEG changes. Some recent research has 
been aimed toward the discovery of an enzyme 
defect or defects. To date this disease is an 
unexplained spinocerebellar degeneration occur- 
ring in early life. It is inherited in a predominantly 
autosomal recessive fashion and may display a 
variety of neurologic abnormalities, including 
mental regression. (30 refs.) 


Department of Neurology 
Vanderbilt University 
Nashville, Tennessee 


2027 SAGEL, STUART S.; FORREST, JOHN 
V.; & ASKIN, FREDERIC B. Interstitial 
lung disease in  neurofibromatosis. 
Southern Medical Journal, 68(5):647-649, 
1975. 


The association of diffuse interstitial pulmonary 
disease with neurofibromatosis (von Reckling- 
hausen’s disease) was recognized only recently, 
despite the fact that interstitial pulmonary fibrosis 
is a well-known complication of tuberous sclerosis, 
another hereditofamilial phakomatosis. Forty- 
three Ss with a diagnosis of neurofibromatosis 
were shown by roentgenograms to have these 
clinical findings: 1) 6 with interstitial or cystic 
lung disease; 2) 3 with some chronic nonspecific 
fibrotic changes in lung bases; 3) 3 with evidence 
of generalized obstructive airways disease; 4) the 
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remainder with no evidence of diffuse interstitial 
pulmonary infiltrates, honeycombing, or bullous 
disease. Findings indicated that 15 percent of the 
patients with neurofibromatosis have thoracic 
abnormalities. Neurogenous tumors, arising from 
mediastinal or intercostal nerves and intrathoracic 
meningocele, are frequent. Interstitial pulmonary 
disease which may complicate neurofibromatosis is 
not well known. (7 refs.) 


Washington University School 
of Medicine 
St. Louis, Missouri 


2028 GROBE, H. V.; BASSEWITZ, D. B.; 
DOMINICK, H.-CHR.; & PFEIFFER, R. 
A. Subacute necrotizing encephalo- 
myelopathy: clinical, ultrastructural, bio- 
chemical and therapeutic studies in an 
infant. Acta Paediatrica Scandinavica, 
64(5):755-762, 1975. 


A case of subacute necrotizing encephalomyelo- 
pathy (SNE), which is characterized by neurolog- 
ical abnormalities such as muscular hypotonia, 
lack of coordination of the extremities, oculo- 
motor palsy, nystagmus, visual disturbances and 
regressing psychomotor development, is reviewed. 
The diagnosis of SNE was based upon the 
increased concentrations of alanine, pyruvate and 
lactate in the serum, blood and cerebral spinal 
fluid, and also upon the reduced activity of 
pyruvate carboxylase in the liver tissue. It was 
further substantiated by the presence of the 
inhibitor of thiamine-pyrophosphate-ATP- 
phosphotransferase in the urine. The administra- 
tion of thiamine was followed by a decrease of 
serum alanine and blood pyruvate and lactate, but 
there was no Clinical improvement during a 17 
month period. Ultrastructural investigation of liver 
tissue and skeletal muscle revealed an increased 
glycogen content. These findings contrast with 
decreased glucogenesis, which is suggested by the 
diminished pyruvate carboxylase activity. Thus, 
reduced hepatic pyruvate carboxylase activity does 
not appear to be the primary cause of SNE. (31 
refs.) 


Universitats-Kinderklinik 
Robert-Koch-Str. 31 
D-4400 Munster, Germany 
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2029 MOOSA, A. Peripheral neuropathy in 
Leigh’s encephalomyelopathy. Deve/op- 
mental Medicine and Child Neurology, 
17(5):621-640, 1975. 


A male infant with Leigh’s subacute necrotizing 
encephalomyelopathy was found to have slow 
motor-nerve conduction velocities. S’s_ early 
development was reported as normal. At 11 
months, he was hospitalized for vomiting and 
underdevelopment. Intellectual development 
proceeded normally until the age of 14 months, 
but motor development had not advanced beyond 
6 months. The condition was diagnosed as Leigh’s 
subacute necrotizing encephalomyelopathy. S was 
treated with L glutamine and thiamine (500mg/ 
day) with no effect on clinical conditions or 
biochemistry. Serial nerve conduction velocities 


remained unchanged. S died 6 weeks later. 
Autopsy confirmed presence of subacute necro- 
tizing encephalomyelopathy. Although hypotonia 
is a common finding in patients with SNE, 
peripheral neuropathy is not well documented. 
Peripheral neuropathy occurs in thiamine defi- 
ciency states. It remains to be seen if the presence 
or absence of peripheral neuropathy in patients 
with SNE can distinguish those cases associated 
with thiamine triphosphate deficiency from those 
due to other causes. 


Department of Pediatrics and 
Neonatal Medicine 

Institute of Child Health 

Hammersmith Hospital 

London W12, England 
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2030 MANN, M. D.; BOWIE, M. D.; & 
HANSEN, J.D.L. Total body potassium, 
potassium retention and potassium intake 
in protein energy malnutrition. South 
African Medical Journal, 49(15):613-615, 
1975. 


Total body potassium (TBK) and potassium 
retention were measured during the early stages of 
recovery of 42 malnourished children on 3 levels 
of potassium intake. All Ss received 120mI/kg/day 
of a lactose-free Casilan cream formula, Darrow’s 
solution, glucose, and water. The proportions of 
these constituents were adjusted to supply 
specified nitrogen and energy intakes and 3mEq of 
potassium per kg/day. Group 1 Ss did not receive 
any additional potassium, Group 2 received an 
additional 6mEq/kg/day, yielding a total intake of 
9mEq/kg/day, and Group 3 received a supplement 
of 12mEq/kg/day, giving a total of 15mEq/kg/day. 
The children receiving 9mEq/kg/day retained 
approximately 3 times as much potassium as those 
in Group 1. The low level of retention in Group 1 
and the absence of a significant rise in TBK 
suggested that a potassium intake of 3mEq/kg/day 
is inadequate if repletion is to take place. An 
intake of 15mEq/kg/day did not result in an 
absolute increase in potassium retention, but it 
may have stimulated an increase in potassium 
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capacity. This high potassium intake is not 
recommended because of its theoretical dangers. 
(14 refs.) 


University of Rhodesia 
Salisbury, Rhodesia 


2031 BRIERS, PETER J.; HOORWEG, JAN; & 
*STANFIELD, J. PAGET. The long-term 
effects of protein energy malnutrition in 
early childhood on bone age, bone cortical 
thickness and height. Acta Paediatrica 


Scandinavica, 64(6):853-858, 1975. 


Three groups of Ugandan children (18 in each 
group) previously admitted for treatment of 
protein-calorie malnutrition between the ages of 8 
to 15, 16 to 21, and 22 to 27 months, 
respectively, and a comparison group of 18 
children who had not been clinically malnourished 
throughout the period up to 27 months of age 
were examined at 11 to 17 years of age. The 
children came from the same tribe and similar 
socioeconomic backgrounds and were individually 
matched for chronological age and sex. A hand 
wrist radiograph was obtained for each child, bone 
age was assessed, and height was recorded. The 
metacarpal index was used as an indicator of 
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cortical thickness. The findings indicated that 
protein-calorie malnutrition in infancy affected 
height but had no demonstrable, long-term effect 
on bone age or metacarpal index when measured 9 
to 15 years later, The results showed not only that 
bone age and cortical thickness were not 
significantly affected by malnutrition at ages 12 to 
16, but also that this applied equally to children 
who suffered an episode of acute malnutrition at 
different ages. If it is assumed that bone age was 
retarded in early childhood, it can be concluded 
that early retardation was too small to be still 
Significant at later ages, or that a catch-up 
occurred before 12 years of age. (20 refs.) 


*Social Paediatric and 
Obstetric Research Unit 

23 Montrose Street 

Glasgow, GIRN, Scotland 


2032 BLENNOW, GOSTA. Clinical memoranda. 
Wernicke encephalopathy following pro- 
longed artifical nutrition. American /our- 
nal of Diseases of Children, 129(12):1456, 
1975. (Letter) 


A case of Wernicke encephalopathy occurring after 
prolonged parenteral nutrition was reported. A 14 
year old male with esophageal aclasis suffered an 
accidental perforation of the esophagus while 
undergoing therapeutic dilation with bougies. The 
perforation was repaired and the patient was 
treated with antibiotics. After 4 weeks of 
parenteral feeding, he became febrile and somno- 
lent, developed severe acidosis, and finally had a 
brief epileptic seizure. Later the patient, by this 
time exhibiting paralysis of horizontal gaze and 
vertical nystagmus, was transferred to another 
hospital where Wernicke encephalopathy was 
diagnosed. It was found that he had been given no 
vitamin supplements during the month he was fed 
parenterally. Although usually associated with 
alcoholism, Wernicke encephalopathy has been 
reported in different conditions involving defective 
nutrition. The patient’s rapid improvement after 
vitamin supplementation agrees well with what 
would be expected in Wernicke encephalopathy. 
This case stresses the need for vitamin supplemen- 
tation in total parenteral nutrition. (11 refs.) 


Department of Pediatrics 
University Hospital 
S-221 85 Lund, Sweden 
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2033 BELL, LINDA THERIAULT; BRAN- 
STRATOR, MARGARET; ROUX, 
CHARLES; & HURLEY, LUCILLE S. 
Chromosomal abnormalities in maternal 
and fetal tissues of magnesium- or 
zinc-deficient rats. Teratology, 
12(3):221-226, 1975. 


The effect of dietary deficiency during pregnancy 
of zinc or magnesium on maternal and fetal 
chromosomes was studied in rats. From the 
beginning of pregnancy, rats were given a purified 
diet which was either zinc deficient or magnesium 
deficient or the complete control diet. On day 19 
of gestation, maternal bone marrow and fetal liver 
were removed, chromosome spreads were pre- 
pared, and metaphases were examined for 
abnormalities. Chromosomal abnormalities were 
significantly more evident in both magnesium and 
zinc deficient maternal bone marrow and fetal 
liver cells than in those of controls. Gaps and 
terminal deletions appeared most frequently in the 
zinc-deficient animals, whereas in the magnesium- 
deficient animals, the chromosomal aberrations 
occurring in highest incidence were terminal 
deletions and fragments. A higher than normal 
incidence of “stickiness” was also observed in cells 
from magnesium-deficient animals. (19 refs.) 


Department of Nutrition 
University of California 
Davis, California 95616 


2034 ONITIRI, A. C.; & BOYO, A. E. Serum 
lipids and lipoproteins in children with 
kwashiorkor. British Medical Journal, 
3(5984):630-631, 1975. 


The concentrations of serum lipids, albumin, and 
total proteins in 19 Nigerian children (CA 8 to 30 
mos) with florid kwashiorkor were examined upon 
hospital admission and before treatment. Ten 
age-matched healthy children served as controls. 
By means of a simple quantitative technique using 
the selective precipitation of beta- and pre-beta- 
lipoproteins, it was shown that the serum 
concentrations of these lipoproteins were 
appreciably lower in the kwashiorkor children 
than in the controls (p<0.001). Serum cholesterol 
and triglyceride concentrations also were de- 
creased. Impairment of the synthesis and possibly 
the transport functions of beta- and pre-beta- 
lipoproteins may result in a generalized poor 
nutritional state of cells and tissues that makes 
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kwashiorkor children more susceptible to infec- 
tions and probably accounts for their marked 
cerebral lethargy. (5 refs.) 


Department of Chemical Pathology 
Royal Postgraduate Medical 
School 
Hammersmith Hospital 
London W12 OHS, England 


2035 FREIMAN, IDA. Protein energy malnutri- 
tion and its treatment. South African 
Medical Journal, 49(22):898-902, 1975. 


Kwashiorkor and marasmus, disorders charac- 
terized by protein and calorie deficiency, are 
prevalent alone or in combination in large areas of 
the world. Edema, one of the most distinctive 
signs of the disorder, has been attributed to a 
variety of causes. The skin, hair, mouth, eyes, 
teeth, as well as the liver, pancreas, bowels, heart, 
and kidneys are affected in kwashiorkor. Apathy, 
irritability, and EEG abnormalities have also been 
observed. Thus far, the effect of extreme 
malnutrition on intellectual development is still 
uncertain. Anemia, liability to infection, and 
unstable temperature are also clinical features of 
protein malnutrition. Treatment, which should 
consist of hospitalization and rehabilitation and 
follow up, depends heavily on dietary manage- 
ment. In cases of severe anemia, blood transfusion 
may be warranted. Infection may require the use 
of antibiotics. Rehabilitation depends largely upon 
a regimen providing sufficient intake of protein 
and calories. The fact that marasmus is more 
common than kwashiorkor on a global basis proves 
that sufficient caloric intake is as important as 
sufficient protein intake. (49 refs.) 


University of Witwatersrand 
Johannesburg, South Africa 


2036 SHINE, B.; BETTS, P. R.; MANN, M. D.; 
& WOLFSDORF, J. Bicarbonate excretion 
in kwashiorkor. South African Medical 
Journal, 49(34):1398-1400, 1975. 


Children suffering with kwashiorkor have a 
marked impairment of bicarbonate excretion 
which is likely due to reduced glomerular filtration 
rate and a reduction in total body potassium. 
Bicarbonate excretion was studied in 6 children 
aged 1-4 years with kwashiorkor. During the first 





24-30 hours after admission, Ss were given no oral 
fluids. They received intraveneously half strength 
Darrow’s solution with 10 per cent dextrose for 
rehydration, replacement, and maintenance from 
the time they entered the hospital. Later sodium 
bicarbonate was added to the infusion to provide 
approximately 0.2 normal bicarbonate ion/kg/h; 
for the following 6 to 8 hours, children received 
this solution at a constant rate using a Holter 
peristaltic pump. The bicarbonate infusions were 
repeated on 5 patients after 2 weeks of routine 
treatment. Normally a single dose (1-2mEq/kg) of 
sodium bicarbonate causes little change in the 
blood pH, but the urinary pH and pCO, rise. In 
kwashiorkor there is a marked rise in blood pH but 
little change in urinary pH and_ bicarbonate 
excretion. Moreover, all Ss had sustained alkalosis 
for at least 6 hours; 4 Ss passed acid urine 
throughout the study, and one may have passed 
urine which had a higher pH than that of blood if 
the study period had been longer. Findings suggest 
that half-strength Darrow’s solution containing 


lactate ions and commonly used for fluid 


replacement and maintenance of kawashiorkor 
patients may not be the most appropriate fluid for 
parenteral nourishment in this disorder. (14 refs.) 


University of Rhodesia 
Salisbury, Rhodesia 


2037 INGENBLEEK, YVES; VAN DEN 
SCHRIECK, HENRY-GEORGE; DE 
NAYER, PHILIPPE; & DE VISSCHER, 
MICHEL. The role of retinol-binding 
protein in  protein-calorie malnutrition. 
Metabolism Clinical and Experimental, 
24(5):633-641, 1975. 


The retinol-binding protein (RBP) complex was 
investigated in 39 Senegalese children (chronologi- 
cal ages 18 to 30 months) with protein-calorie 
malnutrition. Dietary therapy adapted to their 
weight and actual digestive capacities was initiated 
with increasing quantities of semiskimmed milk 
and of a commercial mixture of amino acids and 
oligopeptides. RBP and prealbumin were measured 
by radial immunodiffusion. Whereas retinol, RBP, 
and prealbumin in normal Senegalese children 
were found to occur in the same ratio as 
previously described in other surveys, in acute 
malnutrition the level of RBP was markedly 
decreased to only 31.1 percent of normal. When 
the children were placed under adequate nutri- 
tional conditions, the restoration of RBP as well as 
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of prealbumin occurred rapidly and in parallel 
measures. RBP plasma levels actually doubled after 
1 week and tripled after 2 weeks of dietary 
treatment. The parallel evolution of the 2 parts of 
the RBP-prealbumin complex suggested that the 
molecules remained in a 1:1 ratio in the complex 
throughout the course of clinical recovery. The 
decreased serum RBP in protein-calorie malnutri- 
tion appeared to be the result primarily of 
diminished hepatic biosynthesis. (57 refs.) 


Institut Clinique de 
Nutrition Infantile 
University of Dakar 
B.P. 5092 Dakar-Fann 
Senegal, West Africa 


2038 KIM, HYON J.; BERATIS, N. G.; BRILL, 
PAULA; RAAB, E.; HIRSCHHORN, K.; & 
MATALON, R. Kniest syndrome with 
dominant inheritance and mucopolysac- 
chariduria. American Journal of Human 
Genetics, 27(6):755-764, 1975. 


A mother and her daughter demonstrated the 
Clinical and radiological findings typical of the 
Kniest syndrome. At 13 years of age, the child’s 
weight and height were below the third percentile. 
Characteristic features included a flat facies with 
prominent eyes, mild synophrys, epicanthal folds, 
midfacial hypoplasia, flat nasal bridge, short 
upturned nose; hypoplastic and abnormally 
aligned teeth; enlargement and restricted motion 
of the joints; moderately severe mixed sensory- 
neural and conductive deafness in the right ear and 
sensory-neural deafness in the left; and a possible 
mild retinal dysfunction. The appearance of the 
mother, aged 43 years, was strikingly similar to 
that of her daughter. The radiographic configura- 
tion of the skeleton was markedly similar in both 
Ss. The main radiographic findings were irregu- 
larity and flattening of vertebral bodies, severe 
thoracic kyphosis, and bulbous ends of the long 
bones with epiphyseal and metaphyseal abnormali- 
ties. Both patients demonstrated abnormal muco- 
polysaccharide excretion. These cases, together 
with a previously reported mother and daughter, 
suggested a dominant mode of inheritance, with 
sporadic cases possibly representing fresh muta- 
tions. (26 refs.) 


Division of Medical Genetics 
Department of Pediatrics 
Mount Sinai School of Medicine 
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of the City University 

of New York 
5th Avenue and 100th Street 
New York, New York 10029 


2039 STEIN, ZENA; & SUSSER, MERVYN. 
The Dutch famine, 1944-1945, and the 
reproductive process. |. Effects on six 
indices at birth. Pediatric Research, 
9(2):70-76, 1975. 


Fetal growth was studied before, during, and after 
the Dutch famine of 1944-1945 in exposed and 
unexposed areas using records of maternities and 
of the characteristics of infants at birth. One form 
of analysis compared exposed cohorts with 
cohorts whose gestation preceded or followed the 
famine, while the other compared exposed cohorts 
with those born at the same time but in unaffected 
areas. Food intake measured by official rations 
(1,500 calories daily average) in the third trimester 
affected birth weight, placental weight, and 
maternal weight at the end of pregnancy. Infant 
length and head circumference at birth were 
affected to a lesser degree. First trimester effects 
were equivocal. A first trimester effect on length 
of gestation was present, but this was common to 
both the famine and control areas. All the 
unequivocal effects of low food intake in slowing 
fetal growth could be localized to the third 
trimester of gestation. Maternal weight declined 
4.3 percent during the famine and rose 10.5 
percent after the famine; birth weight declined 9 
percent and rose 14 percent, length at birth 
declined 2.5 percent and rose 1.5 percent, and 
head circumference declined 2.7 percent and rose 
2.4 percent. (37 refs.) 


Columbia University School of 
Public Health 

600 West 168th Street 

New York, New York 10032 


2040 STEIN, ZENA; & SUSSER, MERVYN. 
The Dutch famine, 1944-1945, and the 
reproductive process. Il. Interrelations of 
caloric rations and six indices at birth. 
Pediatric Research, 9(2):76-83, 1975. 


The effects of maternal exposure to famine in the 
harsh Dutch winter of 1944-1945 during the 
prenatal period were compared among 6 indices of 
reproduction by the use of Z scores. Maternal 
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weight was affected earliest; mean placental weight 
and then mean birth weight began to fall later than 
mean maternal weight and reached their lower 
limit later than maternal weight. The findings 
suggested a reallocation of nutritional priorities 
between mother and fetus during famine condi- 
tions, a reallocation regulated by the placenta. In 
recovery, the priorities of the nonfamine condition 
were restored. Length and head size at birth were 
affected relatively less, and only following 
exposure to more severe nutritional deprivation. 
Path models were constructed of the interrelations 
of caloric rations, length of gestation, maternal 
weight, and fetal dimensions. Above a threshold 
value of 1,500 calories daily average official food 
rations available to mothers in the third trimester, 
a model in which the placenta was treated as a 
fetal dimension (or organ) seemed most appro- 
priate. Below the threshold value, a mode in which 
the placenta was treated as a transmitter of 
nutrients seemed most appropriate. (9 refs.) 


Columbia University School of 
Public Health 

600 West 168th Street 

New York, New York 10032 


2041 FOSMIRE, G. J.; AL-UBAIDI, Y. Y.; & 
*SANDSTEAD, H. H. Some effects of 
postnatal zinc deficiency on developing rat 
brain. Pediatric Research, 9(2):89-93, 
1975. 


The effects on brain composition and development 
resulting from a deficiency of dietary zinc during 
the suckling period were studied with Sprague- 
Dawley rats. Growth proceeded more slowly in 
litters nursed by zinc-deficient or pair-fed dams 
than in those nursed by zinc-adequate, ad 
libitum-fed dams. By 6 days, the forebrains of the 
zinc-deficient pups were significantly smaller than 
those from the pair-fed dams or the ad /ibitum-ted 
controls (p<0.01). The brains remained signifi- 
cantly different in weight (p<0.01) at 11, 15, and 
21 days. At all ages, the zinc-deficient pups had 
less total deoxyribonucleic acid in their forebrains, 
the pups from the pair-fed dams had an 
intermediate amount, and those from the Zinc- 
adequate, ad /ibitum-fed control had the most. 
Total ribonucleic acid was consistently less in the 
forebrains from the zinc-deficient pups and 
intermediate in the pups from the pair-fed dam. 
The amount of protein per cell was reduced at 6 
and 15 days in the zinc-deficient forebrains, and 
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polysomal profiles displayed abnormal distribution 
of material between monosomes and polysomes in 
the zinc-deficient brains. (30 refs.) 


*United States Department of Agriculture 
Agriculture Research Service 

Human Nutrition Laboratory 

2420 2nd Avenue North 

Grand Forks, North Dakota 58201 


2042 HALAS, E. S.; & *SANDSTEAD, H. H. 
Some effects of prenatal zinc deficiency on 
behavior of the adult rat. Pediatric 
Research, 9(2):94-97, 1975. 


The postnatal response to avoidance conditioning 
of normal young male rats was compared with that 
exhibited by groups whose dam either was starved 
or made zinc-deficient during the third trimester 
of pregnancy. Behavioral testing was initiated 
when the rats were 60 days old. Rats which had 


been deprived of zinc during the latter third of - 


gestation performed poorly and reached a peak of 
only 35 percent avoidance responses midway 
through the experiment. Rats whose dams were 
pair-fed (starved) during the third trimester did 
learn to avoid the shock 70 percent of the time; 
however, their performance during extinction 
suggested that they readily discriminated the 
change from shock during conditioning to no 
shock during extinction and, therefore, stopped 
making avoidance responses. In contrast, normal 
rats achieved an 80 percent level of avoidance and 
during the no shock situation (extinction) did not 
readily distinguish from the shock situation during 
conditioning. Response latencies were inferior in 
the zinc-deficient group, whereas _ intertrial 
responses were less in both the previous 
zinc-deficient and intrauterine starved animals. (25 
refs.) 


*United States Department of Agriculture 
Agricultural Research Service 

Human Nutrition Laboratory 

2420 2nd Avenue North 

Grand Forks, North Dakota 58201 


2043 BERKELHAMER, JAY €E.; THORP, 
FRANK K. & COBBS, SARAH. Kwashior- 
kor in Chicago. American Journal of 
Diseases of Children, 129(10):1240, 1975. 
(Letter) 
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A 9% month old infant with striking findings of 
kwashiorkor was reported at the Wyler Children’s 
Hospital in Chicago. The patient’s protein 
deficiency was the result of a pure vegetable diet 
which excluded all forms of meat and dairy 
products. Following admission to the hospital, it 
became apparent that the mother would not allow 
the patient to have any protein supplements from 
dairy or meat products. Physicians attempted to 
introduce a nutritional vegetarian diet containing 
adequate protein from vegetable sources and a 
vitamin supplement. Despite effors to work out a 
feasible vegetarian diet containing adequate 
amount of vegetable proteins and a vitamin 
supplement, the mother removed the infant from 
the hospital. If physicians are to aid children with 
nutritional deficiencies, they must become very 
open-minded about various feeding regimens. If it 
is at all possible, attempts to correct dietary 
deficiencies should stay within the limits of the 
family’s basic dietary beliefs. (3 refs.) 


Wyler Children’s Hospital 
950 E. 59th Street 
Chicago, Illinois 60637 


2044 KRIEGER, INGEBORG; & _ TAQI, 
QAMAR. Free serum thyroxine level and 
basal metabolic rate: aids to diagnosis in 
malnutrition and small-for-gestational-age 
dwarfism. American Journal of Diseases of 
Children, 129(7):830-834, 1975. 


The basal metabolic rate (BMR) and total and free 
serum thyroxine values were measured in response 
to feeding in 9 infants with small-for-gestational- 
age (SFGA) dwarfism and no malnutrition, 10 
infants with postnatal malnutrition and physical 
evidence of recent weight loss, and 9 infants with 
postnatal malnutrition without recent weight loss. 
Measurements were made on the same day, before, 
and at various times after onset of weight gain. 
Infants with SFGA dwarfism gained weight poorly 
in the hospital, had a low BMR before and after 
spontaneous or induced weight gain, and had a 
normal serum thyroxine value. Infants with linear 
growth failure due to chronic malnutrition had a 
normal BMR but a low serum thyroxine value that 
rose to normal with weight gain. Infants with 
Clinical signs of recent weight loss had alow BMR 
and a low serum thyroxine value, both of which 
rose to normal with weight gain. Increases of the 
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BMR were sharp and very rapid, and they 
preceded the rise of the serum thyroxine value in 
some cases. (18 refs.) 


Children’s Hospital of Michigan 
3901 Beaubien Boulevard 
Detroit, Michigan 48201 


2045 YAMAUCHI, TERRY; ST. GEME, 
JOSEPH W., JR.; OH, WILLIAM; & 
DAVIS, CATHERINE W. C. The biological 
and biochemical pathogenesis of mumps 
virus-induced embryonic growth retarda- 
tion. Pediatric Research, 9(1):30-34, 1975. 


Mumps virus-induced avian embryonic growth 
retardation is not a function of a reduction in cell 
number, but is apparently caused by a diminution 
in cell size. Tissues from control and infected 
chicken embryos were investigated for DNA, 
RNA, and protein metabolism through radio- 
isotope labeling techniques. Infected and normal 
organ tissues cultivated jin vitro were also 
examined, using the same techniques. At hatch, 
mean body weight of 8 experimental chickens 
infected with mumps early during embryonic 
incubation was significantly less than that of 19 
control chickens. The lower weight was attrib- 
utable to decreased amounts of RNA and protein 
in the brain, the kidney, and the carcass in 
comparison with uninfected control chickens. 
Chickens infected in ovo showed the highest titers 
of virus in the heart in the last half of incubation, 
with intermediate titers of virus detected in the 
lung, spleen, and skeletal muscle. The DNA 
content of organs from in ovo-infected and control 
organ tissues cultivated in vitro manifested no 
difference. The mumps-induced myocarditis that 
develops in the maturing embryo may so change 
cardiac function that tissue hypofusion may 
promote an increased rate of mortality before 
hatch or in the survivors, as well as growth 
retardation-especially in the brain--marked by 
decreased RNA and protein content. (40 refs.) 


Department of Pediatrics 
Harbor General Hospital 
UCLA School of Medicine 
Torrance, California 
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2046 BECKER, D. J.; PIMSTONE, B. L.,; & 
HANSEN, J.D.L. The relation between 
insulin secretion, glucose tolerance, growth 
hormone, and serum proteins in protein- 
calorie malnutrition. Pediatric Research, 
9(1):35-39, 1975. 


The response of immunoreactive insulin (IRI) to 
glucose in 35 children aged 8 to 38 months 
suffering from protein-calorie malnutrition (PCM) 
correlated with the severity of malnutrition, the 
response being low at the time of admission to the 
hospital and improving with recovery. Although 
peak IRI response at the time of admission 
paralleled serum albumin and serum alanine levels, 
an acutely induced increase of albumin and 
infusions of alanine-containing amino acids during 
therapy did not bring about consistent improve- 
ment of insulin secretion. Also, there was no 
consistent effect upon the level of serum growth 
hormone (HGH) with increased infusion of serum 
albumin, and suppressibility of HGH did not 
become normal. However, HGH decreased in every 
instance, and normal suppressibility returned with 
the rise of serum albumin levels from milk feeding. 
Therefore, there was no correlation between HGH 
and any variable of insulin secretion at any stage 
of the study. The defective insulin response to 
glucose from PCM appears to be connected with 
severe protein deficiency. However, both the poor 
insulin response and the consequent intolerance to 
glucose are more likely part of widespread 
metabolic disturbance that varies in severity from 
individual to individual. (37 refs.) 


Department of Pediatrics and 
Child Health 

University of Cape Town 

Cape Town, South Africa 


2047 CHATFIELD, W. R.; ROGERS, T.G.H.; 
BROWNLEE, B.E.W.; & RIPPON, P. E. 
Placental scanning with computer-linked 
gamma camera to detect impaired placen- 
tal blood flow and intrauterine growth 
retardation. British Medical Journal, 
2(5963):120-122, 1975. 


Sixty-five placental-site isotope uptake patterns 
were analyzed retrospectively using a computer- 
linked gamma camera, and the analyzed patterns 
were then correlated with the outcome of the 
pregnancies. There was no correlation between 
isotope uptake and week of gestation in the 50 


pregnancies with a normal outcome. The uptakes 
by anterior and lateral placentae were reduced in 
pregnancies which resulted in growth-retarded 
babies and were statistically unrelated to the 
gestation of the pregnancy. This simple representa- 
tion of placental blood flow could be a clinically 
useful index of placental function. If the findings 
are substantiated by a prospective study, random 
single sample tests of placental function and fetal 
well-being could be performed regardless of 
estimated maturity of the pregnancy. (6 refs.) 


Department of Obstetrics 
and Gynaecology 
Christchurch Clinical School 
University of Otago 
Christchurch, New Zealand 


2048 KASTRUP, K. W.; ANDERSON, H.; & 
HANSSEN, K. F. Increased immunoreac- 
tive plasma and urinary growth hormone in 
growth retardation with defective genera- 
tion of somatomedin A (Laron’s syn- 
drome). Acta Paediatrica Scandinavica, 
64(4):613-618, 1975. 


The case of a 4year-old boy with Laron’s 
syndrome is discussed. The patient presented with 
clinical hypopituitary dwarfism, and high plasma 
and urinary levels of immunoreactive growth 
hormone (IR-HGH). The parents were first 
cousins, confirming the autosomal recessive mode 
of inheritance in this condition. Somatomedin A 
levels in serum were low and failed to respond 
after short-term treatment with human growth 
hormone. In the arginine and insulin tolerance 
tests the initially high immunoreactive growth 
hormone levels were later followed by a decrease 
to high normal values. Insulinopenic response was 
present during the arginine and glucose tolerance 
tests. As a growth hormone molecule defect is not 
found in these patients and no growth or other 
metabolic response to exogenous HGH can be 
demonstrated, it is concluded that a defective 
somatomedin generation may be present, probably 
in conjunction with a generalized receptor defect 
and deficient feedback system with abnormal 
release of HGH. The lack of somatomedin is 
responsible for the severe growth retardation, and 
the disturbance in carbohydrate metabolism is 
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probably caused by sustained high growth 
hormone levels. (21 refs.) (Author abstract 
modified) 


Children’s Hospital 

Fuglebakken 

Drosselvej 

DK-2000 Copenhagen F., Denmark 


2049 GELLIS, SYDNEY S.; FEINGOLD, 
MURRAY; POLIDORI, GIANCARLO; 
MASTROIACOVO, PIERPAOLO; 
CATALDI, LUIGI; & SEGNI, GIUSEPPE. 
Picture of the month: campomelic syn- 
drome. American Journal of Diseases of 
Children, 129(5):615-616, 1975. 


An infant with campomelic syndrome presented 
with macrocephaly, prominent occiput, low-set 
ears, apparent ocular hypertelorism, broad bridge 
of the nose, long philtrum, short stature and limbs, 
and opisthotonic positioning. The femora and 
tibiae were bowed, and cutaneous dimpling 
overlying the area of bowing was noted. 
Roentgenographic study showed angulation 
deformities of the femora and tibiae with skin 
dimpling. Failure to thrive and early death are 
characteristic. Although the syndrome is rare, an 
increasing number of patients have been reported 
during the past few years. Reports of affected 
siblings have raised the possibility of autosomal 
recessive inheritance. Additional cases are needed 
to clarify the inheritance pattern, however. (3 
refs.) 


Boston Floating Hospital 
20 Ash Street 
Boston, Massachusetts 02111 


2050 FAULK, W. PAGE. Summary of the 
workshop conference. In: Malnutrition and 
infection during pregnancy: determinants 
of growth and development of the child 
(symposium). American Journal of 
Diseases of Children, 129(5):578-580, 
1975. 


The symposium on malnutrition and infection 
during pregnancy, held at the Institute of 
Nutrition of Central America and Panama in 
Guatemala City (Guatemala) on January 10-12, 
1974, has made a serious and concerted effort to 
define problems of malnutrition as they exist 
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around the world. Papers on nutritional and 
socioeconomic factors during pregnancy focused 
on placental transport and the socioeconomic 
variables in a developing country. The role of 
nutrition in the production of low-birth-weight 
infants was juxtaposed against bacteriuria and 
genital 1 Mycoplasma infection, and the propen- 
sity of placentas to the Schwartzman reaction was 
discussed. Nutritional status, host defense, and the 
phenomenon of intrauterine infections were 
considered as determinants in the case of 
low-birth-weight infants, and the psychomotor 
development and subsequent growth of these 
children were examined. (9 refs.) 


MCR Rheumatism Unit 

Canadian Red Cross Memorial 
Hospital 

Taplow, Maidenhead 

Berks SL6 OHN, England 


2051 NEWBERNE, PAUL M. Animal models for 
investigation of latent effects of malnutri- 
tion. In: Malnutrition and infection during 
pregnancy: determinants of growth and 
development of the child (symposium). 
Session IV: Recommendations. American 
Journal of Diseases of Children, 
129(5):574-577, 1975. 


Animal models play an important role in 
determining the effects of maternal nutrient 
deprivation on the fetus and young offspring. The 
rabbit has been used as a model to investigate the 
correlation between the vitamin A status of the 
mother and the incidence of neonatal hydro- 
cephalus. This model enables the researcher to 
monitor and control maternal blood concentra- 
tions of the vitamin to predict development of 
fetal hydrocephalus and permits the study of its 
induction. During a series of experiments designed 
to compare animal protein to vegetable protein in 
rats, a significant incidence of hydrocephalus and 
other congenital anomalies was found in young 
born to mothers fed soybean meal as a source of 
protein; ultimately, this result was traced to 
vitamin B12 deficiency. Delayed effects of 
intrauterine malnutrition have been shown in the 
progeny of female beagles fed less than the 
recommended amount of protein during gestation, 
followed by a normal protein level at the time of 
whelping and during lactation. The rat has been 
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used also to investigate anti-Sa/monella host 
defenses and the myelination process in the central 
nervous system. (16 refs.) 


Department of Nutrition and 
Food Science 

Massachusetts Institute of 
Technology 

Cambridge, Massachusetts 02139 


2052 BORUT, DANIELLE; & *KOGUT, 
MAURICE D. Short stature in an adoles- 
cent due to spondyloepiphysial dysplasia 
tarda. American Journal of Diseases of 
Children, 129(9):1069-1071, 1975. 


A 15-year-old boy had normal growth until age 7 
and decreased growth velocity thereafter. His 
sitting height was 62.1cm (2 feet), and the lower 
segment measured 78.7cm (2 feet 7 inches); the 
upper segment/lower segment (U/L) ratio was 0.8. 
His general appearance was normal, although his 
neck seemed short. Anterior pituitary function 
was normal. Roentgenograms of the spine and 
pelvis showed findings characteristic of spondy- 
loepiphysial dysplasia tarda. There was flattening 
and central humping of the vertebrae and 
narrowness of the transverse diameter of the 
pelvis. The occurrence of delayed adolescence in 
the patient was probably familial; progression of 
his sexual development was observed, accom- 
panied by an increase in the blood level of 
testosterone. No other members in the family were 
affected. (7 refs.) 


Children’s Hospital of Los 
Angeles 

4650 Sunset Boulevard 

Los Angeles, California 90027 


2053 DOBBS, RICHARD. Letter from abroad: 
Zaria, Nigeria. American Journal of 
Diseases of Children, 129{9):1102-1103, 
1975. (Letter) 


Problems relating to food availability, use, and 
quality and to the prevention and cure of 
malnutrition were recently the subjects of a week’s 
discussion at the First African Nutrition Congress, 
held at Ibadan, Nigeria. Some 50 communications 
were read and analyzed by delegates, mainly from 
African countries, but also from Europe and 
America and international bodies. The general 
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impact of the congress was to underline the 
immense amount of effort and research that has 
gone into all aspects of food and nutrition for 
many years as well as the widespread and 
increasing disillusionment being felt over the 
results of all this effort in terms of food 
productivity and child nutrition. The growing 
realization of the complex interaction between the 
many factors leading to protein-calorie malnutri- 
tion was emphasized. The African population’s 
participation in, and responsibility for, its own 
nutritional salvation, with broad government help, 
was urged. 


Department of Paediatrics 
Ahmadu Bello University 
Zaria, Nigeria 


2054 MILLER, Jj. DANIEL; MCKUSICK, 
VICTOR A.; MALVAUX, PAUL; 
TEMTAMY, SAMIA; & SALINAS, 
CARLOS. The 3-M syndrome: a heritable 
low birthweight dwarfism. In: Bergsma, D., 
ed. New Chromosomal and Malformation 
Syndromes. (Birth Defects: Original 
Article Series, Volume 11, Number 5.) 
White Plains, New York: The National 
Foundation, 1975, pp. 39-47. 


Four dwarfed children, each of whom had low 
birthweight at term, from 2 unrelated families had 
similar dysmorphic features which apparently 
constituted a new syndrome of dwarfism. A 
12-year-old white male and his 11-year-old sister 
and a 7 3/4-year-old white male and his 4 
1/2-year-old sister, all the products of uncompli- 
cated pregnancies, manifested proportionate 
dwarfism, hatchet-shaped craniofacial configura- 
tion, a short broad neck with prominent trapezius 
muscles, deformed sternum, transverse grooves of 
the anterior chest, winged scapulas, and abnormali- 
ties of the mouth and teeth. The occurrence of the 
same syndrome in a brother and a sister in both 
families, the offspring of normal parents who in 1 
of the 2 families were consanguineous, suggested 
autosomal recessive inheritance. (12 refs.) 


Johns Hopkins Hospital 
Baltimore, Maryland 21205 
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2055 FINBERG, LAURENCE. Kwashiorkor. 
American Journal of Diseases of Children, 
129(6):665, 1975. 


Although marasmus and kwashiorkor are very rare 
in the United States, both forms of severe infantile 
undernutrition have been reported. Marasmus is 
associated with poverty and neglect and is not 
visible to the larger affluent society. Recent 
reports of 2 additional cases of urban kwashiorkor 
in the United States (Lozoff and Fanaroff) were 
associated with social or cultural alienations and 
poor communications between families 
physicians. These cases stress the nutritionally 
disastrous consequences of withdrawing infants 
from cow’s milk in view of the body’s small 
capacity for protein storage. Anticipatory 
diagnosis of undernutrition entails the pediatri- 
cians’ recognition of possible social or sociological 
concomitants. (1 ref.) 


Department of Pediatrics 
Montefiore Hospital and Medical 


Center 
111 E. 210th Street 


Bronx, New York 10467 


2056 LOZOFF, BETSY; & FANAROFF, 
AVROY A. Kwashiorkor in Cleveland. 
American Journal of Diseases of Children, 
129(6):710-711, 1975. 


Although kwashiorkor is uncommon in the United 
States, 2 recent cases were reported following the 
withdrawal of milk from the infants’ diets because 
of “feeding problems.’ Edema, growth failure, 
irritability, skin and hair changes, and anemia were 
seen in both infants. The mother of 1 child 
withdrew milk after becoming concerned about 
“mucus” in the child’s throat; the other mother 
eliminated milk after repeated gagging and 
vomiting. Medical personnel had seen both 
children and had neither recognized nor corrected 
a major abnormality of feeding. The children were 
not allergic to milk, and both were fed in the 
hospital without major problems. Adequate 
calorie, protein, vitamin, and iron intake effected 
resolution of all symptoms. Prevention of 
kwashiorkor entails dietary intervention before the 
occurrence of gross malnutrition and requires that 
dietary adequacy is never assumed. (11 refs.) 


and 
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Division of Geographic Medicine 

Wearn Research Building 

University Hospitals of 
Cleveland 

Cleveland, Ohio 44106 


2057 GOUGE, ANDA LOU; & EKVALL, 
SHIRLEY WALBERG. Diets of handi- 
capped children: physical, psychological, 
and socioeconomic correlations. American 
Journal of Mental Deficiency, 
80(2):149-157, 1975. 


The nutrition staff of the University Affiliated 
Cincinnati (Ohio) Center for Developmental 
Disorders evaluated the nutritional status of 37 
females and 82 males (chronological age 8 weeks 
to 36 years) during a 12-month period. Data were 
obtained from the nutrition and medical records 
of the Ss. Possible correlations among 250 
independent variables were analyzed by the 
chi-square test. Low iron and ascorbic acid intakes, 
borderline biological quality of protein, 
mechanical and postnatal feeding difficulties, and 
lack of a daily source of fluoride were the primary 
nutritional and feeding problems. Low iron intake, 
low height, low weight, and low birth weight were 
related to borderline hemoglobin levels. A high 
incidence of short stature appeared to correlate 
with birth weights of less than 2.268kg, male sex, 
small head circumference, and an age range of 2 to 
6 years. Low birth weight was associated with low 
educational level (less than 12 years) of the 
parents and intellectual functioning below the 
mean. Intellectual functioning more than 2 
standard deviations (SDs) below the mean was 
related to mechanical feeding problems, and more 
than 3 SDs below the mean, to postnatal feeding 
problems. Feeding problems were more prevalent 
among more severely MR patients. (23 refs.) 


Lipid Research Clinic 

University of Cincinnati 
Medical School 

Cincinnati, Ohio 


2058 *SUSSER, MERVYN; STEIN, ZENA A.; 
& ** PASAMANICK, BENJAMIN. Mater- 
nal nutrition and low birth-weight. Lancet, 


2(7945):1145, 1975. (Letters) 


Drs. Susser and Stein point out that the 
interpretations of the effects of the Dutch famile 
appear to have been misread. Nowhere is stronger 
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evidence to be found in humans of the profound 
effects of severe prenatal nutritional deprivation 
on fetal growth and survival. In the cohort analysis 
of mortality, in particular, the effects of prenatal 
experience were of a magnitude and extent not 
shown previously. The contention that the uneven 
availablity of food to different social classes 
invalidates the study undermines much of the 
direct available evidence in favor of the view that 
maternal malnutrition adversely affects birth 
outcome. Food availability did not affect the 
validity of the results of the study, and it was 
concluded that in previously well-nourished 
women, the effects of maternal nutritional 
deprivation on fetal growth are appreciable, but 
only below a critical level of nutrient intake. Dr. 
Pasamanick notes that Professor Thompson failed 
to answer Dr. Pasamanick’s criticisms and has 
supported his contentions by raising irrelevant 
issues. The fatal flaw in the Susser-Stein Dutch 
famine study was that the food consumed in the 
famine areas was not randomly distributed. 
Criticisms of Professor Thompson’s Aberdeen 
study are reiterated. (2 refs.) 


*Division of Epidemiology 
School of Public Health 
Columbia University 

New York, New York 10032 


**State of New York Department 
of Mental Hygiene 

Division of Mental Retardation 
and Children’s Services 

44 Holland Avenue 

Albany, New York 12229 


2059 BERGER, H. M.; KING, J.; DOUGHTY, 
S.; & WHARTON, B. A. Intrauterine 
nutrition and babies’ hair. Lancet, 
2(7945):1145-1146, 1975. (Letter) 


The Bradfield method for using hair-root morphol- 
ogy as an indicator of malnutrition in preschool 
children and adults was applied to the perinatal 
period to study the effects of intrauterine 
nutrition on the hair of babies. The hair-root 
morphology of 13 girls born at term of birth 
weights appropriate for gestational age and of 14 
light-for-dates term girls was examined. In the hair 
sample taken in the first 24 hours after birth there 
was no significant difference between the per- 
centage of growing roots (anagen) in the 2 groups 
of babies. However, a highly significant difference 


(p<0.001) was noted between the hair-root 
diameter of the light-for-dates (8.2+3.1 x 107mm) 
and the appropriate-for-dates babies (13.8+3.7 x 
107mm). This difference remained significant 
when the babies were subdivided further into 
Caucasian and Asian groups. Perhaps the correla- 
tion between hair root morphology and low-birth- 
weight babies demonstrated by Bradfield could be 
improved by dividing the low-birth-weight babies 
into light-for-dates (presumably malnourished) and 
preterm babies. (1 ref.) 


Sorrento Maternity Hospital 
15 Wake Green Road 
Birmingham B13 9HE, England 


2060 MCLAREN, DONALD S.; & READ, 
WALTER W. C. Weight/length classifica- 
tion of nutritional status. Lancet, 
2(7927):219-221, 1975. 


It is now generally agreed that somatic measure- 
ments are the most practical means of assessing the 
growth and development of young children, singly 
or in groups, cross-sectionally or longitudinally, 
and for classifying them according to their 
nutrition. Anthropometry, however, is complex, 
and for routine use in hospitals, clinics, and 
surveys, simplicity is essential. Two measurements 
using weight and length, those of McLaren ard 
Read (1972) and those of Waterlow and 
Rutishauser (1974), were applied to data from 3 
sets of children surveyed in hospital and field 
studies. Results showed that there are considerable 
differences between the 2 measures of classifica- 
tion, particularly for severely malnourished Cases. 
Waterlow and Rutishauser’s system underestimates 
the problem of acutely malnourished children. (13 
refs.) 


American University of Beirut 
Beirut, Lebanon 


2061 RABSON, A. R.; GEEFHUYZEN, J.; 
ROSEN, E. U.; & JOFFE, M. Rosette- 
forming T-lymphocytes in malnutrition. 
British Medical Journal, 1(5948):40, 1975. 
(Letter) 


Fifteen children with kwashiorkor (6 months to 2 
years old) and 10 well-nourished controls did not 
differ significantly in the percentages of rosette- 
forming T-lymphocytes in the peripheral blood. 
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Discrepancies between these results and findings 
reported by Chandra (1975) could reflect age 
differences in the patients under study or the fact 
that the children in Chandra’s series were more 
marasmic. A _ recent study of cell-mediated 
immunity in children with protein-calorie mal- 
nutrition (Burgess, 1974) suggests that impaired 
lymphocyte response to phytohemagglutinin in 
these children is due to a qualitative lymphocyte 
defect rather than a quantitative reduction in 
T-lymphocyte numbers. (4 refs.) 


Department of Microbiology 
and Pediatrics 

School of Pathology 

University of the Witwatersrand 

Johannesburg, South Africa 


2062 OSOFSKY, HOWARD Jj. Relationships 
between prenatal medical and nutritional 
measures, pregnancy outcome, and early 
infant development in an urban poverty 
setting. 1. The role of nutritional intake. 
American Journal of Obstetrics and Gyn- 
ecology, 123(7):682-690, 1975. 


Possible associations between quality of nutri- 
tional intake during pregnancy, pregnancy out- 
come, and early infant development were studied 
in 118 low-income women attending an urban 
hospital prenatal clinic prior to the twenty-eighth 
week of pregnancy. Repeated nutritional assess- 
ments, using 24 hour recall, indicated that the Ss 
did not appear to be nutritionally deprived. 
Maternal nutritional intake did not seem signifi- 
cantly related to measures Of maternal or infant 
medical status or infant psychological status. When 
Ss were compared with 122 women who were 
provided with protein-mineral supplementation, 
mothers in the supplemented group exhibited 
fewer parameters of pre-eclampsia and fewer 
complications during labor and delivery. No 
consistent relationship was found between supple- 
mentation and infant medical and psychological 
development. The paucity of significant relation- 
ships may reflect the relatively adequate quantity 
of nutrient intake of both groups. (26 refs.) 


Department of Obstetrics 

and Gynecology 
Temple University Hospital 
Health Sciences Center 
Philadelphia, Pennsylvania 19140 
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2063 VAHLQUIST, BO. A two-century perspec- 
tive of some major nutritional deficiency 
diseases in childhood. Acta Paediatrica 
Scandinavica, 64(2):161-171, 1975. 


Rickets, iron deficiency anemia, and protein 
energy malnutrition (PEM) are clearly preventable 
diseases which have clinical manifestations in the 
growing child and long-term effects on growth and 
development. A historical perspective shows that 
all 3 nutritional deficiencies are associated with 
poverty and preindustrial conditions. PEM, which 
probably affects 25 percent of all children below 
the age of 5 in developing countries, has serious 
effects on brain growth, a factor which may act as 
a real obstacle to social and economic progress in 
developing societies. These problems are being 
exacerbated by famine in large areas of Asia and 
Africa. Although political and social changes may 
be basic to the eradication of PEM, short-term 
approaches revolve around the increased impor- 
tance of nutrition in the training of public health 
workers. (34 refs.) 


Department of Paediatrics 
University Hospital 

S-750 14 

Uppsala, Sweden 


2064 SAMUELSON, GOSTA; BLOMQUIST, 
HANS  K.; CROSSNER, CLAES- 
GORAN; HOLM, ANNA-KARIN; & 
GRAHNEN, HANS. An epidemiological 
study of child health and nutrition ina 
northern Swedish county. Acta Paediatrica 
Scandinavica, 64(2):241-247, 1975. 


Dental and general health, food habits, and 
socioeconomic conditions were investigated in 187 
randomly selected 4-year-olds in Northern Sweden 
in 1971, and findings were compared with results 
of a similar study undertaken in 1967. General 
health (reflected in hemoglobin values, packed red 
cell volume, microsedimentation rate, or anthro- 
pometric measurements) did not change signifi- 
cantly, but there was a marked reduction in dental 
caries. Changed food habits included a reduction 
in the frequency of between-meal consumption as 
well as reduced intake of meat, fish, and eggs. 
Sandwich and milk consumption increased in 
1971. Milk consumption and a preventive dental 
program (including fluoride tablets) might explain 
the lower incidence of caries. Both food habits and 
dental health were related to the parents’ 
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socioeconomic level. Consumption of superfluous 
calories between meals was negatively correlated 
to parents’ educational level. (15 refs.) 


Department of Paediatrics 
University of Umea 
Umea, Sweden 


2065 HABTE, DEMISSIE; PERSSON, BENGT; 
& *STERKY, GORAN. Chemically 
defined diet in the treatment of kwashior- 
kor. Acta Paediatrica Scandinavica, 
64(2):267-272, 1975. 


A study of 21 children with kwashiorkor indicated 
that a synthetic monomolecular formula holds 
great promise for early rehabilitation. Eight 
patients received a standard diet, while 13 received 
a synthetic mixture (Vivonex-100). Vivonex was 
well accepted by the Ss and effected a satisfactory 
Clinical response. There was significantly less 
vomiting in the formula group, and Ss reached 
minimum weight faster than Ss on a standard diet. 
Weight gain and diarrhea were similar, and the rise 
of albumin and blood urea nitrogen (BUN) was 
faster on standard diet. Formula patients showed a 
significant increase in hemoglobin and a more 
pronounced rise in body temperature after a meal. 
Some negative effects may have been caused by 
the high glucose concentration of the formula. The 
need to formulate a chemical diet carefully for the 
patients is indicated. Diluting Vivonex to iso- 
osmolality would result in too low energy per 
volume and restrict its value. (34 refs.) 


Department of Paediatrics 
St. Goran’s Hospital 
Stockholm, Sweden 


2066 RICOUR, C.; MILLOT, M.; & BALSAN, S. 
Phosphorus depletion on long term paren- 
teral nutrition. Acta Paediatrica Scandi- 
navica, 64(3):385-392, 1975. 


The retention of nitrogen, calcium, and phos- 
phorus was studied in 9 infants on total parenteral 
nutrition to analyze causes of phosporus depletion 
during long-term total parenteral nutrition and to 
outline the daily requirements of parenteral 
phosphorus, calcium, and nitrogen that might 
prevent phosphorus depletion. Ss were 9 children 
aged 2-16 months. Nitrogen, calcium, and 
phosphorus retentions were studied 8-15 days 
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after the initiation of total parenteral nutrition. 
Results indicate close interrelationships in the 
retention of the 3 elements. Phosphorus depletion 
which may lead to hypophosphatemia was due to 
the absolute amount of phosphorus perfused daily 
and the amounts of nitrogen and/or calcium 
simultaneously perfused. Phosphorus depletion 
can be prevented by using 100 Kcal/kg/24 hours, 
400mg/kg/24 hours of calcium, and 40mg/kg/24 
hours of phosporus in the perfusate. (29 refs.) 


Hopital des Enfants Malades 
Paris, France 


2067 LECHTIG, AARON; YARBROUGH, 
CHARLES; DELGADO, HERNAN; 
MARTORELL, REYNALDO; KLEIN, 
ROBERT E.; & BEHAR, MOISES. Effect 
of moderate maternal malnutrition on the 
placenta. American Journal of Obstetrics 
and Gynecology, 123(2):191-201, 1975. 


Two studies carried out with generally matched 
groups of pregnant women of high and low 
socioeconomic status from Guatemala City, 
Guatemala, and with generally matched rural 
Guatemalan populations investigated the influence 
of moderate maternal malnutrition on the weight 
and chemical characteristics of the placenta. In the 
first study, no differences in placental concentra- 
tion of fat, protein, water, ash, hemoglobin, or 
deoxyribonucleic acid were noted between the 
high and low socioeconomic groups, but hydroxy- 
proline and fat concentration were significantly 
lower in the low socioeconomic group. The 
average placental weight in the low socioeconomic 
group was 15 percent below that of the high 
socioeconomic group, and there was a consistent 
association between the postpartum maternal 
weight and placental weight. The hypothesis that 
the difference in placental weight observed 
between the 2 groups was due primarily to 
maternal nutritional status was tested experi- 
mentally in 4 rural villages, 2 of which received a 
protein-calorie preparation (atole), and the other 
2, a calorie supplement (fresco). Placental weight 
was higher among women with high levels of 
supplemented calories during pregnancy, regardless 
of the type of food supplement ingested. However, 
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the concentration of placental chemical com- 
ponents studied was not associated with caloric 
supplementation. (14 refs.) 


Division of Human Development 
Institute of Nutrition of 

Central America and Panama 
P.O. Box 1188 
Guatemala, Central America 


2068 *FRASIER, S. DOUGLAS; & **CAS- 
TELLS, SALVADOR. Growth hormone 
deficiency and dwarfism in mentally 
retarded children. /ournal of Pediatrics, 


86(1):155-156, 1975. (Letter) 


A study suggesting that a deficiency of hypotha- 
lamic releasing factors might be responsible for the 
dwarfism associated with cerebral dysfunction 
may be of questionable value. The study did not 
use a control group of children of normal height 
and cerebral dysfunction. Moreover, although 
several Ss showed blunted growth hormone 
responses to appropriate stimuli, they did not 
necessarily have growth hormone deficiency. 
Despite the omission of a control group, the 
severely retarded skeletal maturation found in the 
children studied seemed to correlate well with a 
partial growth hormone deficiency, as suggested 
by poor responses in serum growth hormone after 
appropriate stimuli. (5 refs.) 


*Department of Pediatrics 

Los Angeles County-USC Medical Center 
1129 North State Street 

Los Angeles, California 90033 


** Unit of Growth and Metabolism 
State University of New York 
Brooklyn, New York 11203 


2069 PITKIN, ROY, M.; & REYNOLDS, W. 
ANN. Fetal ingestion and metabolism of 
amniotic fluid protein. American Journal 
of Obstetrics and Gynecology, 


123(4):356-361; discussion, 361-363, 
1975. 
°° S-protein, synthesized biologically from 


35S-methionine, was injected into the amniotic sac 
of near-term rhesus monkeys. The half-time of the 
injected protein in amniotic fluid was 1.1 days, a 
figure consistent with findings in earlier studies. 


697 


Evidence of progressive proteolysis was found 
along the fetal alimentary tract on delivery at 
timed intervals up to 7 days. The aminoacids 
liberated from protein hydrolysis apparently were 
utilized in protein synthesis in the gut wall as well 
as absorbed in fetal plasma, where they equili- 
brated quickly with maternal plasma and amniotic 
fluid. Maximum amino acid radioactivity in these 
3 compartments occurred 3 days after injection 
and was followed 1 day later by maximal fetal 
plasma protein radioactivity. The observations 
indicated that amniotic fluid protein is swallowed 
by the fetus, hydrolyzed in the gut, and absorbed 
as amino acids, which may be utilized in protein 
synthesis in the intestinal wall, transported by the 
blood to be incorporated into protein in any fetal 
tissue, transferred across the placenta to the 
mother, or excreted into amniotic fluid, to be 
swallowed again and recycled. It is possible that 
intra-amniotic nutrition may be used as a mode of 
fetal therapy in the future. (16 refs.) 


University of lowa Hospitals 
lowa City, lowa 52242 


2070 MOGHISSI, KAMRAN S.; CHURCHILL, 
JOHN A.; & KURRIE, DOROTHY. 
Relationship of maternal amino acids and 
proteins to fetal growth and mental 
development. American Journal of Obstet- 
rics and Gynecology, 123(4):398-407; 
discussion, 407-410, 1975. 


The effect of protein deprivation during human 
gestation was investigated in 129 gravidas. 
Maternal prepregnancy weight was related signifi- 
cantly to birth weight and cranial volume in the 
newborn. Glycine, lysine, and total amino acids 
correlated positively with birth weight, whereas 
valine and threonine showed a negative correla- 
tion. Cranial volume at birth was related 
significantly to the level of glycine and alpha, 
globulin; it was related also to threonine, histidine, 
glutamic acid, beta globulin (all negatively 
correlated), and glutamine (positively correlated). 
Alpha, globulin (negatively) and glycine (posi- 
tively) made significant contributions to motor 
development. Alpha, globulin and_ histidine 
correlated negatively, and isoleucine correlated 
positively, with mental development. The findings 
suggest that specific proteins or amino acids may 
be responsible for different developmental levels. 
Determination of alpha, globulin and a few amino 
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acids such as glycine, lysine, and histidine in late 
pregnancy may be used to predict fetal growth and 
development. (21 refs.) 


Wayne State University School of 
Medicine 
Detroit, Michigan 48207 


MEDICAL ASPECTS — Etiologic Groupings 
inborn metabolic errors 


2071 KELLY, THADDEUS E.; CHASE, GARY 
A.; KABACK, MICHAEL M.; KUMOR, 
KAREN; & MCKUSICK, VICTOR A. 
Tay-Sachs disease: high gene frequency in 
a non-Jewish population. American /our- 
nal of Human Genetics, 27(3):287-291, 
1975. 


A high frequency of Tay-Sachs gene was found in 
a non-Amish “Pennsylvania Dutch’ semi-isolate. 
Of 333 family members studied, 98 were 
heterozygotes for the Tay-Sachs gene. All 
individuals studied were residents of 2 adjacent 
Pennsylvania townships with a combined popula- 
tion of 9,556. The founders of this kindred 
migrated from the Palatinate along with 30,000 
other people of German and Swiss origin who 
entered the United States through the port of 
Philadelphia between 1707 and 1767. The founder 
effect occurring when this new population was 
begun by a small number of founders who by 
chance had a gene frequency that differed from 
the parent population may represent, in micro- 
cosm, the series of events which could have led to 
the high gene frequency among Ashkenazi Jews. 
(11 refs.) 


Department of Pediatrics 
Johns Hopkins University 
School of Medicine 
Baltimore, Maryland 21205 


2072 BUTLER, I. J.; KRUMHOLZ, A.; HOLTZ- 
MAN, N. A.; KOSLOW, S. H.; KAUFMAN, 
S.; & MILSTEIN, S. Dihydropteridine 
reductase deficiency variant of phenylke- 
tonuria: a disorder of neurotransmitters. 
Transactions of the American Neurological 
Association, 100:43-45; discussion, 45-47, 
1975. 


The finding of a dihydropteridine reductase 
deficiency in a male infant, the son of related 
parents, with phenylketonuria suggested a disorder 
of neurotransmitters. There was no _ Clinical 
evidence of adrenergic system _ disorder; 
metanephrine levels in serum and urine were 
normal, and norepinephrine levels in gray and 
white tissue from the brain frontal cortex were 
within the normal range. A_ deficiency of 
dopamine and serotonin production was suggested 
by low excretion of their metabolites in urine. 
Study of a disorder in central neurotransmitters 
using the probenecid technique revealed a marked 
disorder of homovanillic acid formation. The 
finding of a normal norepinephrine value in brain 
and normal levels of its metabolite, metanephrine, 
in urine and serum was unexpected, since the 
tyrosine-dopamine pathway always has _ been 
considered significant in nonrepinephrine bio- 
synthesis. The pathway utilizing tyramine and 
octopamine as intermediates does not require 
hydroxylation of tyrosine to dopa and could 
contribute to norepinephrine synthesis. Another 
explanation for the normal epinephrine levels 
could be an impairment in breakdown of this 
neurotransmitter. 


2073 *WOOD, T. A.; TOOZE, JENNIFER A.; 
**MCCULLOUCH, J. C.; KELLY, A. M.; 
& SHEIKH, S. A. Diagnosis of G.-6-P.D. 
deficiency. Lancet, 2(7948):1306, 1975. 


(Letters) 


Gluconse-6-phosphate dehydrogenase (G.-6-P.D.) 
deficiency can be identified in the newborn infant 
only during the period of maximum hyperbill- 
rubinemia or some months later. In the interim 
period, despite relatively normal reticulocyte 
counts and the absence of blood transfusions, 
false-negative results can be obtained. Therefore, 
when suspected cases have to be investigated at 
this time, a test which assesses individual 
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erythrocyte activity should be used, or an assay of 
the parent’s enzyme activity should be under- 


taken to exclude G.,-6-P.D. deficiency. The 
tetrazolium-linked cytochemical method may be 
used as an additional, not an_ alternative, 
technique, to resolve a _ situation in which 
apparently normal laboratory results conflict with 
the clinical evidence. The test is helpful in late 
presentations of patients transfused before 
diagnosis, in heterozygotes, and in a presumed 
heterozygote with an established reticulocyte 
response when first seen. (4 refs.) 


*St. George’s Hospital 
Hyde Park Corner 
London SW1X 7EZ, England 


**Glasgow Royal Maternity Hospital 
Glasgow, Scotland 


2074 BUCUR, IONEL; & MHASSELGREN, 
KARL HENRIK. Treatment of Wilson’s 
disease. Lancet 2(7946):1218, 1975. 
(Letter) 


The preparation of triethylene tetramine (TETA) 
by a modified method believed to have some 
advantages in the treatment of Wilson’s disease is 
described. Formerly reported as extremely hygro- 
scopic, TETA, as prepared by the modified 
method described in detail, gives a nonhygroscopic 
pure product which is stable at room temperature 
if kept in the dark. Limited clinical experience 
confirms other reports about the usefulness of 
TETA -- that is an active, copper-chelating agent 
which can be safely given orally and used for 
patients with Wilson’s disease who are intolerant 
of D-penicillamine. (4 refs.) 


Department of Internal Medicine 
Hospital Pharmacy, University Hospital 
Lund, Sweden 


2075 DU PLOOY, MARIANNE; & ODE 
VILLIERS, L. S. Measurement of urinary 
mucopolysaccharides. South African Med- 
ical Journal, 49(26):1038-1040, 1975. 


A method for rapid quantitative screening of urine 
samples for mucopolysaccharides (MPS) content is 
presented. Samples of urine from healthy children 
and young adults were collected and brought to an 
osmolarity of 300, after which an equal volume of 


0.1 percent cetylpiridinium chloride was added to 
each sample. After 5 minutes the turbidity was 
determined spectrophotometrically. Chondroitin 
sulfate A was used as an internal standard. In 4 of 
the 120 samples assayed, abnormally high values 
were obtained, owing to urinary tract infection. 
Samples which gave abnormally high values should 
be subjected to further analysis to determine the 
type of mucopolysaccharidosis. (11 refs.) 


University of Pretoria 
Pretoria, South Africa 


2076 HULTBERG, V.; SJOBLAD, S.; & 
OCKERMAN, P.A. Glycosidases in human 
skin fibroblast cultures. Acta Paediatrica 
Scandinavica, 64(1):123-131, 1975. 


The properties of a-fucosidase, a-galactosidase, 
a-glucosidase, @mannosidase, and N-acetyl-a- 
glucosaminidase in human fibroblastic cell lines 
were characterized. Ss were 4 children: a male 
with Pompey’s disease; a male with cystic fibrosis; 
a male with San Filippo’s disease and progressive 
MR; and a female with San Filippo's disease and 
grave MR. Biopsies were taken from the extensor 
of the upper arm and established in cultures 
similar to those of earlier workers. Varying results 
were seen when the pH-dependency of the enzyme 
activities in crude homogenates was tested. A 
relatively broad range was observed when the 5 
glycosidases were assayed in crude fibroblasts; it 
was not possible to say whether there is a Gaussian 
or skewed distribution, By isoelectric focusing and 
ion exchange chromatography at 2 different pH 
values different molecular forms were found for 4 
enzymes. Only (#mannosidase was seemingly 
homogeneous in the systems studied, Only a 
thorough knowledge of the enzymes in fibroblast 
cultures will avoid diagnostic mistakes when 
performing enzyme assays on fibroblasts by 
directly applying methods worked out for other 
tissues, (25 refs.) 


University Hospital 


Lund, Sweden 


2077 MAHONEY, MAURICE, J.; ROSEN- 


BERG, LEON E.; LINDBLAD, BENGT; 
WALDENSTROM, JOHAN; & ZETTER- 
STROM, ROLF. Prenatal diagnosis of 
methylmalonic aciduria, Acta Paediatrica 
Scandinavica, 64(16):44-48, 1975. 
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Methylmalonic aciduria, an inherited autosomal 
recessive disorder, was detectable prenatally using 
cultured amniotic fluid cells in 2 pregnancies. Ss 
were pregnant women at risk for different types of 
methylmalonic aciduria. Amniocentesis was per- 
formed at 12 week’s gestation in case P and at 16 
weeks in case E, and the cells were studied after 4 
weeks in culture. In one pregnancy (P), oxidation 
of proprionate and methylmalonate was normal, 
and a normal fetus was diagnosed and confirmed 
after the delivery. In contrast, cells from the other 
pregnancy (E) showed almost no oxidation of 
either propionate or methylmalonate. Cultured 
cells from the aborted fetus later provided 
confirmation of the prenatal diagnosis. The 
discovery of elevated methylmalonate in amniotic 
fluid and maternal urine in the E pregnancy 
between 16 and 23 weeks indicates that those 
determinations themselves may be diagnostic in 
time to elect therapeutic abortion, If this theory is 
Correct, diagnostic time could be reduced to a few 
days instead of the 4-4% weeks currently needed 
for cell studies. But until further data are collected 
correlating studies in cultured amniotic fluid cells 
with methylmalonate determinations in amniotic 
fluid and maternal urine, diagnosis should be based 
on a combination of cell and fluid studies. (11 
refs. ) 


S:t Goran’s Sjukhus, Box 12500 
S-11281 Stockholm, Sweden 


2078 WILLCOX, P.; & PATRICK, A. D. 
Chemical diagnosis of cystinosis using 
leucocytes. Acta Paediatrica Scandinavica, 
64(1):132-134, 1975. 


Estimation of the intracellular concentration of 
cystine rather than its visualization as crystals 
provides a means of biochemical diagnosis of 
cystinosis which can be applied in the earliest 
stages of the disease. Recently this method was 
used for the successful antenatal detection of an 
affected fetus. Diagnosis of cystinosis requires the 
ability to detect the gross excess of cystine in 
affected cells. This detection is possible by a 
method involving the intake and incorporation of 
S-cystine into separated leukocytes, followed by 
the extraction of nonprotein S-labeled compounds 
and their separation by thin-layer chromato- 
graphy. The gross excess of cystine in the 
leukocytes of patients with cystinosis is readily 
detected on visual examination of the developed 
au doradiographic film. (4 refs.) 


2079 WESTWOOD, A.; & RAINE, D. N, 
Heterozygote detection in phenylketon- 


urias Measurement of discriminatory 
ability and interpretation of the phenylala- 
nine loading test by determination of the 
heterozygote likelihood ratio. /ournal of 
Medical Genetics, 12(4):327-333, 1975. 


Two tests of heterozygosity for phenylketonuria 
(PKU), the phenylalanine-tyrosine ratio in the 
plasma after a fast and the response to an oral load 
of phenylalanine, were carried out on 21 
apparently normal individuals (presumed normal 
homozygotes) with no family history of PKU and 
26 parents (obligate heterozygotes) of PKU 
children. The discriminatory ability of the tests 
was measured using parametric and nonparametric 
methods. The agreement between the 2 methods 
was good, and they showed clearly that the most 
discriminating test was the loading test if the 
plasma phenylalanine concentrations at 3 and 4 
hours after the load were used as discriminants. 
Although the simple combination of phenylalanine 
and tyrosine concentrations as ratios significantly 
improved the fasting and 1-hour parameters, the 
discriminatory ability of the other phenylalanine 
concentrations was reduced. Since complete 
separation between the genotypes cannot be 
achieved by these tests, a method of interpretation 
which avoids possibly erroneous categoric state- 
ments and enables an S’s family history and test 
result to be combined in a quantitative and 
meaningful way is preferable. (16 refs.) 


Biochemistry Department 
Institute of Mental Subnormality 
Lea Castle Hospital 
Kidderminster, England 


2080 THOMAS, P. K. Genetic factors in 
amyloidosis. /ournal of Medical Genetics, 
12(4):317-326, 1975. 


In the absence of biochemical distinctions, the 
nosography of the inherited amyloidoses must at 
present depend largely upon clinical subdivisions. 
The amyloid syndromes display considerable 
heterogeneity, but they overlap. In certain 
Conditions, such as medullary carcinoma of the 
thyroid and Down’s syndrome, amyloid deposition 
is merely an incidental aspect of the disorder. In 
those conditions in which generalized or localized 
amyloid desposition occupies a more central 
position in the central position in the clinical 
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syndrome, autosomal dominant _ inheritance 
generally has been suggested. Autosomal recessive 
inheritance has been recognized so far only in 
familial Mediterranean fever. The dominantly 
inherited amyloidoses comprise a number of 
geographically widely scattered families with 
clinical pictures that do not show consistent 
differences between some families. These families 
are not necessarily harboring mutations at the 
same locus, or the same mutation at any particular 
locus. However, many of these dominantly 
inherited clinical syndromes are sufficiently 
distinct, and the clinical manifestations of each are 
sufficiently consistent to indicate the involvement 
of separate main genes. (110 refs.) 


Royal Free Hospital 
Pond Street 
London NW3 2QG, England 


2081 HOLMES, EARLE W.; MILLER, 
ARNOLD L.; FROST, RUSSEL G.; & 
O’BRIEN, JOHN S, Characterization of 
6-D-galactosidase isolated from _ |-cell 
disease liver. American Journal of Human 
Genetics, 27(6):719-727, 1975. 


The residual activity (10 percent of normal) of 
beta-D-galactosidase from the liver of an I-cell 
patient was studied. The pH optima for both I-cell 
and normal acid 4-methylumbellifery! beta-D- 
galactoside activities were 4.35. The residual 
activity could be partially purified on Con 
A-Sepharose, where the elution profiles of the 
normal and I-cell beta-D-galactosidases were very 
similar. Although starch gel electrophoresis re- 
vealed the presence of beta-D-galactosidase A and 
B in I-cell liver disease, the A band was more 
diffuse and migrated less anodally than the A band 
from anormal liver. The electrophoretic mobilities 
of both I-cell and normal beta-D-galactosidase A 
appeared to decrease following treatment with 
neuraminidase. The beta-D-galactosidase isolated 
from I-cell disease liver demonstrated similar 
apparent K,, values with respect to the 4-methyl- 
umbellifery! beta-D-galactoside and Gjy1 ganglio- 
side, but the Vmax values obtained for the I-cell 
enzyme were 10- to 12-fold less than that found 
for the beta-D-galactosidase isolated from normal 
liver. (21 refs.) 


Department of Neurosciences 
University of California at San Diego 
La Jolla, California 92037 





2082 ROPERS, H. H.; GRZESCHIK, K.-H.; & 
BUHLER, ERIKA. Complementation after 
fusion of Sandhoff- and Tay-Sachs fibro- 
blasts. Humangenetik, 26:117-121, 1975. 


Cell fusion experiments were performed with 
fibroblasts derived from patients with Tay-Sachs 
and Sandhoff’s diseases. Cell fusion was carried 
out with UV-inactivated Sendai-virus; electro- 
phoresis was performed on Cellogel strips and on 
starch gel. After 7 to 22 days in culture, 
hexosaminidase A-activity could be demonstrated 
in the hybrid cells both electrophoretically and by 
heat inactivation. The percentage of the heat labile 
enzyme fraction ranged between values obtained 
in normal fibroblasts and Tay-Sachs cells. The high 
percentage of heat labile enzyme in the Tay-Sachs 
cells was unexpected and made calculation of the 
percentage of hexosaminidase A in the hybrid cells 
difficult. (13 refs.) 


Institut fur Humangenetik und 
Anthropologie der Universitat 
Freiburg i. Br. 

Freiburg, Germany 


2083 FERNBACH, S. A.; SUMMONS, R. E.; 
PEREIRA, W. E.; & *DUFFIELD, A. M. 
Metabolic studies of transient tyrosinemia 
in premature infants. Pediatric Research, 
9(4):172-176, 1975. 


The value of the combined gas chromatography- 
mass spectrometry (GC-MS) computer techniques 
in determining the relationship between urinary 
metabolite patterns seen in 2 common metabolic 
defects of prematurity, late metabolic acidosis and 
transient tyrosinemia, was demonstrated. 
Transient tyrosinemia, defined by the presence of 
at least 10mg/kg/24 hr of tyrosine and _ its 
metabolites, was detected in 5 of 9 infants studied. 
It was characterized by a marked elevation in the 
excretion in urine of the tyrosine metabolites 
p-hydroxyphenyllactic acid, p-hydroxy- 
phenylpyruvic acid, and p-hydroxyphenylacetic 
acid to levels of at least 4, 0.5, and 0.5mg/kg, 
respectively. There was also a less marked but 
distinct elevation in the tyrosine output in urine. 
Although dietary protein intake remained constant 
at 3-4g/kg/24 hr and ascorbic acid at 50mg/24 hr, 
several infants had fluctuating levels of tyrosine 
metabolites in urine. Late metabolic acidosis was 
seen in 4 infants, but bore no relation to transient 
tyrosinemia, Further advances in GC-MS computer 
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technology may help establish normal and 
abnormal excretory patterns and thus enable the 
physician to rationalize and individualize dietary 
management of the small infant. (32 refs.) 


*Department of Genetics 

Stanford University Medical Center 
300 Pasteur Drive 

Stanford, California 94305 


2084 THOMSON, J. A.; DIRMIKIS, S. M.; 
MUNRO, D. S.; SMITH, B. R.; HALL, R.; 
& MUKHTAR, E. D. Neonatal hyperthy- 
roidism and long-acting thyroid stimulator 
protector. British Medical  fournal, 
2(5961):36, 1975. (Letter) 


Additional evidence for a causal role of long-acting 
thyroid stimulator protector (L.A.T.S.P.) in 
neonatal thyrotoxicosis appears to have been 
provided by the case of a woman who delivered an 
affected infant almost 10 years ago. Serum taken 
from the mother was found to contain readily 
detectable L.A.T.S.P. Thyroid-stimulating activity 
in the mother was also detectable in the 
radioreceptor assay for  thyroid-stimulating 
immunoglobulins. (5 refs.) 


University Department of Medicine 
Royal infirmary 
Glasgow, Scotland 


2085 JAMES, THOMAS; HOLLAND, NANCY 
H.; & PRESTON, DAVID. Bartter Syn- 
drome typical facies and normal plasma 
volume. American Journal of Diseases of 
Children, 129(10):1205-1207, 1975. 


Two female infants with hypokalemic and 
hypochoremic metabolic alkalosis and failure to 
thrive were diagnosed as Bartter syndrome at ages 
9 and 6 months, respectively. Despite elevation of 
plasma renin activity and evidence of secondary 
hyperaldosteronism, both had normal blood 
pressure. Both infants had similar facial features -- 
prominant forehead, large head, triangular faces, 
drooping mouth, large eyes and pinnae ~ which are 
consistent with Bartter syndrome. These 2 patients 
have raised to 5 the number of reported cases of 
normovolemia or hypervolemia in confirmed 
Bartter syndrome. These failures to find a 
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hypovolemic state suggest that Bartter syndrome is 
the end result of more than one pathogenic 
mechanism. (19 refs.) 


University of Kentucky 
Medical Center 
Lexington, Kentucky 40506 


2086 BAUMGARTNER, E. REGULA; BACH- 
MANN, CLAUDE; BRECHBUHLER, 
TONI; & WICK, HUGO. Acute neonatal 
nonketotic hyperglycinemia: normal pro- 
pionate and methylmalonate metabolism. 
Pediatric Research, 9(7):559-564, 1975. 


Propionyl-CoA carboxylase and combined methyl- 
malonyl-CoA (MMA-CoA) and mutase activities 
were studied in liver and fibroblasts of 2 patients 
with a _ lethal neonatal form of nonketotic 
hyperglycinemia. Enzyme activities in the tissues 
of the patients were found to be within the range 
of healthy control subjects. To measure propionyl- 
CoA carboxylase activity, an assay of increased 
sensitivity was developed. The contribution of 
acetyl-CoA carboxylase in the formation of the 
normal amounts of MMA-CoA was excluded by 
assays at various pH levels and in different 
subcellular fractions of liver and fibroblasts. By 
analysis of the radioactive products formed during 
the assay, no alternate pathway of propionate in 
the tissues of the patients could be detected. On 
the basis of this study, it was concluded that true 
nonketotic hyperglycinemia is a distinct disease. 
(48 refs.) 


University Children’s Hospital 
Basel, Switzerland 


2087 LARSEN, P. REED; & BROSKIN, 
KATHY. Thyroxine (T4) immunoassay 
using filter paper blood samples for 
screening of neonates for hypothyroidism. 
Pediatrics Research, 9(7):604-609, 1975. 


A method for measuring thyroxine (Tq) in dried 
blood collected on filter paper is presented which 
should be useful in large scale screening programs 
for the detection of congenital hypothyroidism. 
One milliliter of glycine-acetate buffer containing 
anti-T4 antibody, tracer T4, and sodium salicylate 
is added to a tube containing a 1/8 inch dot of the 
filter paper specimen. After incubation overnight, 
bound and free hormone are separated by addition 
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of dextran-coated charcoal. Quantitation is 
obtained using a standard curve prepared from 
dots of dried blood samples with known T, 
content. The dot remains in the solution 
throughout the procedure. Findings showed that 9 
infants yielding repeated samples in which the T, 
content was lower than 250 below the mean had 
normal cord thyroid-stimulating hormone (TSH) 
concentrations and thus presumably did not have 
primary hypothyroidism. Since this method can be 
adapted for use with the punch index machine for 
automated processing, no prior extraction of T,4 
from the dot is required before quantitation, and 
the small size of the sample allows repeated tests 
of suspicious results. (19 refs.) 


University of Pittsburgh 
School of Medicine 
Pittsburgh, Pennsylvania 


2088 ANAKURA, MICHIYA; MATSUDA, 
ICHIRO; ARASHIMA, SHINICHIRO; 
FUKUSHIMA, NAOKI; & OKA, YOGO. 
Histidinemia: classical and atypical form in 
siblings. American Journal of Diseases of 
Children, 129(7):858-861, 1975. 


Two brothers had different forms of histidinemia. 
A boy aged 5 years 9 months was considered to 
have a classical type of the disease on the basis of 
Clinical and biochemical observations. His 13-year- 
old brother appeared to have a very mild form of 
histidinemia suggesting an atypical form. of the 
disease. He had normal intelligence, partial 
impairment of the skin histidase activity, and a 
moderately prolonged half-life of blood histidine. 
The mother was a heterozygous carrier, but the 
father and sister seemed normal. The disease in the 
2 affected siblings could have been inherited as an 
X chromosome modified trait rather than as an 
ordinary autosomal recessive, or it could be a 
double heterozygote of different genes. (23 refs.) 


Department of Pediatrics 
Hokkaido University 
School of Medicine 
Sapporo, Hokkaido, Japan 


2089 DUFFNER, PATRICIA K.; & *COHEN, 

MICHAEL E. Infantile spasms associated 
with histidinemia. Neurology, 
25(2):195-197, 1975. 


A case of infantile spasms associated with 
histidinemia is presented. Spasms began at 6.5 
months of age. Physical examination was normal, 
and although there were no specific neurologic 
deficits, 1Q was 83. Routine laboratory tests, 
lumbar puncture, and pneumoencephalogram were 
normal. Amino acid determinations revealed 
increased blood histidine levels on repeated 
bacterial inhibition assays in the range of 12 to 
20mg/100cc (normal, less than 6mg). Imidazole 
pyruvic, imidazole acetic, and imadazole lactic 
acids were isolated from the urine and 2 
dimensional paper chromatography. A _ sweat 
specimen showed no urocanic acid. These findings 
were consistent with diagnosis of histidine. 
Treatment with prednisone, phenobarbital, primi- 
done, and diazepam produced no improvement in 
seizures. A low histidine diet was also ineffective 
in improving mental status, and was discontinued 
after approximately 1 year. Despite low levels of 
histidine and adequate anticonvulsant therapy, the 
child continues to have seizures and is markedly 
MR. The possibility that histidinemia represents a 
new etiology for infantile spasms is suggested. (33 
refs.) 


*Division of Neurology 
Children’s Hospital of Buffalo 
219 Bryant Street 

Buffalo, New York 14222 


2090 VANDYKE, DAVID H.; GRIGGS, 
ROBERT C.; MARKESBERY, WILLIAM; 
& DIMAURO, SALVATORE. Hereditary 
carnitine deficiency of muscle. Neurology, 
25(2):154-159, 1975. 


An &year-old boy with slowly progressive muscle 
weakness in whom muscle histochemistry and 
electron microscopy demonstrated lipid accumula- 
tion was studied. The patient was found to have 
Oil red O positive vacuoles in predominantly type 
| muscle fibers. Although muscle carnitine was 
markedly reduced (0.24mcM/g; normal 1.64 to 
3.34),.serum carnitine was normal, suggesting a 
defect in carnitine entry into muscle. Study of 
both asymptomatic parents demonstrated normal 
serum carnitine but abnormally low muscle 
carnitine levels (mother 0.60; father 0.90mcM). 
There was no clinical evidence of cardiac disease, 
but the patient was seen to have ventricular 
hypotrophy by electrocardiography, vectorcardio- 
graphy, and echocardiography. Treatment with 
prednisone resulted in clinical improvement but no 
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change in muscle histology. The possibility that 
this form of disease can be inherited as an 
autosomal recessive disorder is suggested. (26 refs.) 


Department of Neurology 
Strong Memorial Hospital 
260 Crittenden Blvd. 
Rochester, New York 14642 


2091 WERDER, EDMOND A.; ILLIG, RUTH; 
BERNASCONI, SERGIO; KIND, HANS- 
PETER; PRADER, ANDREA; FISCHER, 
JAN A.; & FANCONI, ANDREAS. Exces- 
sive thyrotropin response to thyrotropin- 
releasing hormone in pseudohypoparathy- 
roidism. Pediatric Research, 9(1):12-16, 


1975. 


Plasma thyrotropin (thyroid-stimulating hormone; 
TSH) response to thyrotropin-releasing hormone 
(TRH) was studied in 10 patients with pseudo- 
hypoparathyroidism, 8 patients with idiopathic 
true hypoparathyroidism, and 3 patients with 
pseudopseudohypoparathyroidism. Eight of the 10 
cases of pseudohypoparathyroidism exhibited 
excessive TSH responses; however, all cases of 
idiopathic hypoparathyroidism showed a normal 
TSH increase. TRH stimulation of TSH in 
pseudopseudohypoparathyroidism varied with the 
level of plasma calcium and with the concentration 
of plasma parathyroid hormone. Results indicate 
that moderate primary hypothyroidism is often 
present in pseudohypoparathyroidism. Thryoid 
dysfunction may only be detected by TSH 
stimulation by TRH, in view of the unreliability of 
other clinical signs and studies. TSH response to 
TRH in pseudo- and pseudopseudohypoparathy- 
roidism is significantly correlated with the 
ame response to parathyroid extract. (38 
refs. 


Department of Pediatrics 
University of Zurich 
Zurich, Switzerland 


2092 GARDNER, DAVID G. The dental mani- 
festations of the Morquio syndrome 
(mucopolysaccharidosis type IV). Ameri- 
can journal of Diseases of Children, 


129(12):1445-1448, 1975. 


The tooth enamel defects of a patient in whom the 
diagnosis of Morquio syndrome (mucopolysacchar- 
idosis type IV) was confirmed both biochemically 
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and roentgenographically are described in detail. 
Recognition of these defects should be useful in 
the accurate diagnosis of the syndrome, since they 
appear to be a constant feature. All of the 
deciduous teeth of a 7% year old male, except the 
right maxillary lateral incisor, were extracted 
because of gross dental caries. The child exhibited 
Classical clinical and radiographic features of the 
Morquio syndrome, including a moderate degree 
of corneal clouding and partial conduction 
deafness, but was of normal intelligence. Dental 
defects noted on examination were an abnormally 
thin enamel that was rough because of the 
numerous minute pits on its surface. Altered 
shape, discoloration, and spacing resulted from the 
thinness of the enamel. Apart from these defects, 
the enamel was histologically normal and was of 
normal hardness and radiodensity. (21 refs.) 


Guy’s Hospital 
London, England 


2093 RAITI, SALVATORE; TRIAS, ESTREL- 
LITA; & MACLAREN, NOEL KEITH. 
Primary hypothyroidism. Differentiation 
from primary hypopituitarism. American 
Journal of Diseases of Children, 
129(12):1397-1399, 1975. 


Both primary hypothyroidism and primary hypo- 
pituitarism are associated with classical clinical 
signs that are considered diagnostic. Selected cases 
of one or the other of these conditions with few 
Clinical signs except growth failure are described. 
Of 5 children with growth failure, 2 otherwise 
asymptomatic patients were shown to have 
primary hypopituitarism and 3 primary hypothy- 
roidism by endocrine tests. They were given 
levothyroxine sodium and grew 7.0 to 12.5cm 
during the first year and 6.2 to 8.7cm during the 
second year of treatment. Within 6 to 9 months of 
initiation of levothyroxine therapy, 3 of the 
adolescent patients developed signs of puberty. 
Based on this study, it was concluded that primary 
hypothyroidism and primary hypopituitarism may 
manifest as growth failure, with few or no 
associated clinical signs; epiphysial dysgenesis may 
occur in primary hypopituitarism, as well as in 
primary hypothyroidism; the TSH stimulation test 
is unreliable for differentiating primary from 
secondary hypothyroidism; and in adolescent 
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patients who are hormone deficient, either 
levothyroxine or growth hormone therapy may 
induce puberty. (13 refs.) 


Pediatric Endocrinology 
National Pituitary Agency 
Suite 503-7 

210 W. Fayette Street 
Baltimore, Maryland 21201 


2094 VAUGHAN, D. P.; & KADERBHAI, R. 
Treatment of Wilson’s disease. British 
Medical Journal, 4(5995):519, 1975. 
(Letter) 


Metronidazole should be evaluated as a therapeutic 
agent for Wilson’s disease. Its copper chelation 
properties are desirable, it is readily absorbed 
when administered orally and is tolerated well in 
high oral doses, toxicity is low following 
administration of therapeutic doses, and it is 
excreted unchanged in the urine. Clearly, a 
production or a Clinical trials license for 
triethylene-tetramine dihydrochloride, a com- 
pound that has not been subjected to any formal 
toxicity tests, should be granted only with the 
assurance that no other therapeutic substance 
could be substituted as a treatment for Wilson’s 
disease in patients who suffer adverse toxicity with 
penicillamine. (5 refs.) 


School of Pharmacy and Biology 
Sunderland Polytechnic 
Sunderland, England 


2095 FLUGE, GJERMUND. Neurological find- 
ings at follow-up in neonatal hypogly- 
caemia. Acta Paediatrica Scandinavica, 
64(4):629-634, 1975. 


The neuro-developmental status at follow-up of 
different categories of neonatal hypoglycemia is 
reported, with special reference to the prognostic 
significance of the duration of hypoglycemia and 
occurrence of convulsions in the neonatal period. 
Thirty-seven children were examined and classified 
in 3 groups according to clinical assessment. Group 
A consisted of 13 patients with asymptomatic 
hypoglycemia; 11 cases (Group B) were classified 
as symptomatic, transient hypoglycemia 
responding to glucose infusions, and with no other 
apparent neonatal disorder; and Group C consisted 
of those with secondary hypoglycemia with 


neonatal complications such as asphyxia, brain 
injury, and respiratory distress, and with unsatis- 
factory response to glucose infusions. In Group A, 
5 children were completely normal, 1 had brain 
dysfunction, and 1 showed pathological electro- 
encephalogram. In group B, only 1 infant was 
normal, 4 infants had convulsions after the 
neonatal period, 2 had a recurrence of hypo- 
glycemia, 1 child was blind due to optic nerve 
atrophy, 1 was severely MR with spastic diplegia 
and epilepsy, and 4 cases of cerebral palsy were 
detected. In Group C, there were no cases of 
serious neurological sequelae. These results suggest 
that duration of hypoglycemia and the severity of 
blood glucose depression are significant prognostic 
factors. (15 refs.) 


Department of Paediatrics 
University of Bergen 
5000 Bergen, Norway 


2096 STARFIELD, BARBARA; & HOLTZ- 
MAN, NEIL A. A comparison of effective- 
ness of screening for phenylketonuria in 
the United States, United Kingdom and 
lreland. New England Journal of Medicine, 
293(3):118-121, 1975. 


Although identical screening tests are used to 
determine phenylketonuria in the United King- 
dom, Ireland, and the United States, diagnosis is 
more likely to be made in the United Kingdom. 
Differences are attributed to earlier screening in 
the 2 latter countries (before 4 days of age) than 
in the United Kingdom (6 to 14 days of age.) All 3 
countries also use the same methods to establish 
the diagnosis and to manage infants with 
phenylketonuria, but differences in outcome result 
from more effective organization of health services 
in the United Kingdom. Personnei and facilities 
have clearly defined roles and responsibilities, and 
there is coordination between in-hospital and 
outpatient health care and follow-up care of 
infants in the community. Regionalization of 
genetic screening programs in the United States 
and reorganization of health services are needed to 
maximize success in detecting and _ treating 
phenylketonuria. (17 refs.) 


Johns Hopkins Hospital 
601 N. Broadway 
Baltimore, Maryland 21205 
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2097 STARREVELD, ELOUT; & *ASHEN- 
HURST, EDWARD M. Bilateral carpal 
tunnel syndrome in children: a report of 
two sisters with mucolipidosis II! (pseudo- 
Hurler  polydystrophy). Neurology, 
25(3):234-238, 1975. 


The literature regarding carpal tunnel syndrome in 
childhood is reviewed, with particular reference to 
diagnostic features and the association, in bilateral 
cases, with the mucopolysaccharidoses and muco- 
lipidoses. Two sisters were studied in whom 
bilateral carpal tunnel developed at the ages of 6 
and 7 years, with both patients showing evidence 
of mucolipidosis Ill (pseudo-Hurler polydys- 
trophy). Carpal tunnel syndrome in children is 
rare, and the clinical features in children may 
differ from those in adults. Children do not 
usually present with nocturnal pains or 
paresthesias of the fingers but rather with wasting 
of the thenar eminences, Parents may slso supply 
additional information that the child has been 
clumsy with the affected hand for a long time. 
Mucolipidosis and mucopolysaccharidosis should 
be added to the list of systemic diseases that may 
be complicated by carpal tunnel syndrome. (15 
refs. ) 


*Department of Medicine 

Division of Neurology 

University of Saskatchewan 

University Hospital 

Saskatoon, Saskatchewan, Canada S7N OW8 


2098 AVIS, JAMES W.; FLOURNOY, LAW- 
RENCE D.; & PHILLIPS, PHYLLIS E. 
Amino acids and collagen-induced platelet 
aggregation: lack of effect of three amino 
acids that are elevated in homocystinuria. 
American Journal of Diseases of Children, 
129(9):1020-1021, 1975. 


In an attempt to elucidate further the pathogenesis 
of thrombosis in patients with homocystinuria, the 
effects on collagen-induced platelet aggregation of 
the addition of homocysteine, homocystine, or 
methionine to normal platelet-rich plasma were 
determined. The 3 indexes of platelet aggregation 
determined were the difference between the light 
transmission just before addition of collagen and 
the maximal light transmission achieved, the 
period of time from the addition of collagen until 
the maximal light transmission was recorded, and 
the lag phase or period of time between the 


addition of collagen and the beginning of an 
increase in light transmission. Addition of the 
above amino acids to normal platelet-rich plasma 
to achieve concentrations within or above the 
range found in homocystinuric children had no 
effect on collagen-induced platelet aggregation. 
The negative data indirectly support the view that 
changes in the walls of blood vessels of 
homocystinuric patients may be an adequate 
explanation for thrombosis. (15 refs.) 


Research Service (151) 

Veterans Administration Hospital 
4801 Linwood Boulevard 

Kansas City, Missouri 64128 


2099 GELLIS, SYDNEY S.; FEINGOLD, MUR- 
RAY; & KELLY, THADDEUS E. Picture 
of the month: mucolipidosis II! (pseudo- 
Hurler polydystrophy). American Journal 
of Diseases of Children, 
129(9):1059-1060, 1975. 


A male child with mucolipidosis I! (pseudo-Hurler 
polydystrophy) presented with minimal coarsening 
of the facies, short stature, and joint abnormalities 
at 11 years of age, and genu valgum and acne were 
apparent later in life. Clawhand deformity also was 
present. The parents of the propositus were 
phenotypically normal, and autosomal recessive 
inheritance was indicated. 


Boston Floating Hospital 
20 Ash Street 
Boston, Massachusetts 02111 


2100 TERASHIMA, YOJI; TSUDA, KATSUYA; 
ISOMURA, SHIN; SUGIURA, YASUO; & 
NOGAMI, HIROSHI. |-cell disease. Report 
of three cases. American Journal of 
Diseases of Children, 129(9):1083-1090, 
1975. 


Clinical, radiological, cytological, and ultrastruc- 
tural studies were conducted on 3 cases of I-cell 
disease. The gross features of I-cell disease -- coarse 
facial appearance, psychomotor retardation, and 
skeletal abnormalities - coincided with those of 
Hurler syndrome (mucopolysaccharidosis 1). More- 
over, roentgenographic findings of the skeletal 
system in I-cell disease were quite similar to those 
in Hurler syndrome, except for findings in the 
skull, and the ultrastructural findings of the 
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cartilage and cultured fibroblasts were similar to 
those in Hurler syndrome. However, I-cell disease 
could be distinguished readily on the basis of the 
hypertrophied gums, the vacuolated lymphocytes 
in peripheral blood, and the normal value of 
urinary mucopolysaccharides. Accumulation of 
proteoglycans was more prominent in the 
inclusion bodies of I-cell chondrocytes in compari- 
son to cultured fibroblasts, which contained a 
large amount of glycolipids and a small amount of 
proteoglycans. Autosomal recessive inheritance 
seemed most likely in 2 of the cases. (19 refs.) 


Department of Orthopaedic Surgery 
Central Hospital 

Aichi Prefecture Colony 

713-1 Kamiya-Cho 

Kasugai, Aichi 480-03, Japan 


2101 BALACHANDAR, VISWANATHAN; 
PAHUJA, JAGANATH; MADDAIAH, 
VADDANAHALLY T.; & *COLLIPP, 
PLATON J. Pseudohypoparathyroidism 
with normal serum calcium level. American 
Journal of Diseases of Children, 


129(9):1092-1095, 1975. 


A mildly obese 15-year-old boy of short stature 
with rounded facies and short, stubby hands and 
toes had all the stigmata of pseudohypoparathy- 
roidism, but his serum calcium level was normal on 
at least 10 separate occasions. He had a very high 
level of serum parathyroid hormone, and urinary 
excretion of cyclic adenosine monophosphate and 
phosphate failed to increase following intravenous 
infusion of parathyroid hormone. Roentgenograms 
of both hands and wrists showed a bone age of 17 
years at a chronological age of 15 years. The 
patient had eczema of both legs, a condition not 
associated previously with this syndrome. Olfac- 
tory and taste sense was normal. No family 
members had similar body habitus or the chemical 
findings of pseudohypoparathyroidism. (18 refs.) 


*Department of Pediatrics 
Nassau County Medical Center 
East Meadow, New York 11554 


2102 


GIANNINI, MARGARET J.; COLEMAN, 
MARY; & INNERFIELD, IRVING. Anti- 
thrombin activity in homocystinuria. Lan- 
cet, 1(7915):1094, 1975. (Letter) 





Antithrombin activity (AA) in homocystinuria, 
which is characterized by progressive cardiovascu- 
lar disease, thromboembolism, and atherosclerosis, 
is discussed. The AA in 7 known homocystinuric 
patients was measured because of an observance of 
low serum AA in angina patients with severe 
coronary-artery disease. The 7 patients showed 
significantly reduced AA compared with 7 normal 
controls matched for age and sex. An increased 
tendency to intravascular thrombosis has been 
associated with low AA and thrombosis and/or 
thrombo-atherosclerosis appear to underlie low 
AA in homocystinuria. Since microinfarction of 
brain arterioles in early childhood is associated 
with mental deficiency, the possibility that early 
cerebral microinfarction in homocystinuria might 
be reflected by reductions in AA is being 
examined. If this theory is accurate, then 
protective therapy with aspirin and dipyridamole 
could be justified. (4 refs.) 


Mental Retardation Institute and 
Thrombosis Research Laboratory 

New York Medical College 

New York, New York 10595 


2103 GUMBINAS, MARIA; LARSEN, MARI- 
ANNE; & LIU, H. MEI. Peripheral 
neuropathy in classic Niemann-Pick dis- 
ease: ultrastructure of nerves and skeletal 
muscles. Neurology, 25(2):107-113, 1975. 


The case of a patient with classic (type A) 
Niemann-Pick disease is reviewed. The patient had 
the usual clinical signs of failure to thrive, 
hepatosplenomegaly, and intellectual deterioration 
in the first year of life, as well as striking 
hypotonia, areflexia, and abnormal nerve conduc- 
tion velocities. The Schwann cells were filled with 
numerous cytoplasmic bodies measuring 1 micron 
in diameter -- dense, round masses with poorly 
defined internal structure but with occasional 
slightly curved parallel lines and small radiolucent 
areas. Recently, there has been an_ increasing 
awareness of the intimate metabolic interrelation- 
ship between the axon, myelin, and Schwann cell. 
In the present situation, it is difficult to assess 
whether the axonal changes were the result of 
metabolic disturbance brought on by interference 
of axoplasmic flow due to the accumulated lipid in 
the neuronal perikaryon or to malfunction of the 
Schwann cells caused by accumulated lipid 
product in the cytoplasm. In all likelihood, both 
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factors may play a role in the pathogenesis of 
peripheral neuropathy seen in the present case. (19 
refs.) 


Division of Neurology 
Children’s Memorial Hospital 
2300 Children’s Plaza 
Chicago, Illinois 60614 


2104 Michigan State Unviersity. Pilot scale 
isolation of ceramide trihexosidase from 
human plasma and clinical evaluation of 
enzyme replacement therapy in Fabry’s 
disease. Sweeney, Charles C. East Lansing, 
Michigan, 1975, 41 pp. Available from 
National Technical Information Service, 
5285 Front Royal Road, Springfield, 
Virginia 22161. Price MF $2.25; PC $3.75. 
Order No. PB-244 273/9GA. 


Research involving the development of a proce- 
dure for the purification of ceramide trihexosidase 
from Cohn Fr IV-1 of human plasma and the 
Clinical evaluation of the enzyme for replacement 
therapy in Fabry’s disease is reviewed. The 
development of a method of storage and the 
modification of the procedure for pilot-scale 
isolation of this lysosomal enzyme are also 
discussed. 


2105 KARPATI, GEORGE; CARPENTER, 
STIRLING; ENGEL, ANDREW G.; WAT- 
TERS, GORDON; ALLEN, JEFFREY; 
ROTHMAN, STANLEY; KLASSEN, GER- 
ALD; & MAMER, ORVAL A. The 
syndrome of systemic carnitine deficiency. 
Clinical, morphologic, biochemical, and 
pathophysiologic features. Neurology, 
25(1):16-24, 1975. 


The case of an 11-year-old boy with carnitine 
deficiency is reported. The child exhibited 
undeveloped musculature and had experienced 
recurrent episodes of hepatic and _ cerebral 
dysfunction; overt weakness developed at age 10. 
Lipid excess, especially in type | fibers, was found 
in muscle. Hypertrophied smooth endoplasmic 
reticulum and excessive microbodies were present 
in liver. Marked carnitine deficiency was shown in 
skeletal muscle, plasma, and liver. Experimenta- 
tion with the patient’s diet resulted in findings 
consistent with the expectation that carbohydrates 
reduced, while excessive fatty acid load aug- 





mented, omega oxidation of long-chain fatty acids, 
while their beta oxidation presumably was 
impaired. The increased number of microbodies 
(peroxisomes) in liver cells may reflect augmented 
gluconeogenesis. Oral replacement therapy re- 
stored plasma carnitine levels to normal and was 
accompanied by clinical improvement. (28 refs.) 


Montreal Neurological Institute 
3801 University Street 
Montreal, Quebec, Canada H3A 2B4 


2106 SHIH, VIVIAN E.; MANDELL, ROSE- 
ANN; LEVY, HARVEY L.; & LITTLE- 
FIELD, JOHN W. Free amino acids in 
extracts of cultured skin fibroblasts from 
patients with various amino acid metabolic 
disorders. Clinical Genetics, 7(5):421-425, 
1975. 


In an effort to devise a simple screening test for 
prenatal diagnosis of amino acid metabolic 
disorders, the free amino acid contents in extracts 
of cultured skin fibroblasts from normal indivi- 
duals and affected patients were compared. Cell 
lines were derived from punch skin biopsies of 
patients with maple-syrup urine disease, homo- 
cystinuria due to cystathionine synthase defici- 
ency, homocystinuria due to N>:!°%-methylene- 
tetrahydrofolate reductase deficiency, citrulline- 
mia, arginosuccinic acidemia, propionic acidemia, 
hyperprolinemia Type I1, nonketotic hyperglycine- 
mia, hydroxyprolinemia, and hyperornithinemia. 
Fibroblasts from 10 individuals, either normal or 
with unrelated disorders, served as controls. Of the 
10 disorders studied, only argininosuccinic aci- 
demia revealed a specific amino acid abnormality 
in that argininosuccinic acid was detectable in the 
fibroblasts. The findings suggested that catabolic 
pathways may not be the important mechanism 
for metabolizing unused amino acids by fibroblasts 
cultured jn vitro, and that the amino acids not 
used for protein synthesis are probably transport- 
ed out of the cells. The employed measurement of 
intracellular free amino acids was not found to be 
a suitable method for detecting inborn errors of 
amino acid metabolism. (8 refs.) 


Massachusetts General Hospital 
Boston, Massachusetts 02114 
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2107 BURTON, J. L.; GOOLAMALI, S. K.; & 
SHUSTER, SAM. An abnormality in 
sebaceous function in phenylketonuria. 
British Medical Journal, 1(5948):19-20, 
1975. 


Serum excretion rate (SER) was studied in 21 
patients with phenylketonuria. All patients had 
severe MR, and 1 showed signs of mild 
Parkinsonism. No patient was receiving hormonal 
therapy, and all received normal diets. The SER 
rate was normal or increased in all patients, with 
increases more common in women than in men. 
Depletion of brain dopamine could explain both 
the observed increases in serum production and 
the extrapyramidal signs which occur in phenyl- 
ketonuria. (16 refs.) 


Department of Dermatology 
Bristol Royal Infirmary 
Bristol, BS2 8HW, England 


2108 HOLTZMAN, NEIL A.; WELCHER, 
DORIS W.; & *MELLITS, E. DAVID. 
Termination of restricted diet in children 
with phenylketonuria: a randomized con- 
trolled study. New England Journal of 
Medicine, 293(22):1121-1124, 1975. 


The feasibility of a randomized controlled study 
of the effects of termination of the phenylalanine- 
restricted diet on children with phenylketonuria is 
discussed. The Ss were 4-year-old children with 
phenylketonuria who were assigned to either a diet 
continuation or a diet termination group. Ss 
visited the clinic at 4, 4.5, 5, and 6 years of age for 
psychological tests and physical examinations. 
Blood samples were obtained at the 4-year visit, 
and again at 2, 4, and 8 weeks, and 6 months, 1 
year, and 2 years later; additional samples were 
obtained in the home by a Public Health nurse. In 
the terminated diet group, the mean serum 
phenylalanine was 15.1mg/dl higher 1 year, and 
9.2mg/di 2 years after diet termination. Although 
the termination group grew slightly more rapidly 
in height and head circumference than the 
continuation group, the differences were not 
significant. No consistent differences were found 
between the 2 groups on physical and neurological 
examinations. At age 6, mean IQ in the terminated 
group was 99.8, and in those continuing the diet 
103.6. Scores in both groups were low on subtests 
involving short-term memory and concentration. 


709 


No harmful effects were noted from diet 
termination, but a longer period of observation in 
a larger group of Ss is recommended. (6 refs.) 


*}ohns Hopkins Hospital 
601 N. Broadway 
Baltimore, Maryland 21205 


2109 O’BRIEN, JOHN S. Molecular genetics of 
GM, galactosidase. Clinical Genetics, 
8(5):303-313, 1975. 


A review of the molecular genetics of GM, 
beta-galactosidase (6-galactosidase) indicates that 
this enzyme exists in 2 forms: A and B. Form A is 
monomeric, has a molecular weight of 72,000, and 
may be coded by a single autosomal locus. Form B 
is polymeric, cross-reacts with anti-A antibodies, 
and is coded, at least in part, by the same locus 
that codes for A. Cross-reaction with anti-A 
antibodies has not been demonstrated in any of 
the other 6-galactosidases. The enzyme is hetero- 
catalytic. A one gene: one polypeptide: many 
substrates model can explain the pleotropic effects 
of a single mutation affecting the locus for 
B-galactosidase A. All human mutants for GM, 
6-galactosidase which have been studied thus far 
are structural mutants, synthesizing nearly normal 
quantities of mutant enzyme. The number of 
different 6-galactosidase mutations which lead to 
clinical disease appears to be large. (37 refs.) 


Department of Neurosciences 

School of Medicine 

University of California at 
San Diego 

La Jolla, California 92037 


2110 THOMAS, GEORGE H.; HASLAM, 
ROBERT H. A.; BATSHAW, MARK L.; 
CAPUTE, ARNOLD J.; NEIDENGARD, 
LEE; & RANSOM, ]. LAWRENCE. Hyper- 
pipecolic acidemia associated with hepato- 
megaly, mental retardation, optic nerve 
dysplasia and progressive neurological 
disease. Clinical Genetics, 8(5):376-382, 
1975. 


The second known report of an infant with 
hyperpipecolic acidemia supports the suggestion 
that findings described in the original patient may 
comprise an inherited abnormality associated with 
a distinct clinical picture. Both cases were 
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characterized by persistent hepatomegaly, severe 
MR, progressive loss of developmental milestones, 
and diminished visual acuity associated with 
nystagmus, abnormal discs, and retinal changes. 
Following a progressive loss of neurological 
function, the child died at the age of 2. 
Biochemical data indicated the repeated presence 
of pipecolic acid in the serum at a concentration 
of 4-5 mg percent and trace amounts of this 
compound in the urine. Direct quantitation of 
pipecolic acid in serum through an adaptation of 
the method of Piez et al. (1956) is very useful in 
the biochemical diagnosis of this disorder. (9 refs.) 


John F. Kennedy Institute 
707 North Broadway 
Baltimore, Maryland 21205 


2111 DANKS, D. M.; TIPPETT, P.; & ROGERS, 
J. A new form of prolonged transient 
tyrosinemia presenting with severe meta- 
bolic acidosis. Acta Paediatrica Scandi- 
navica, 64(2):209-214, 1975. 


A new form of tyrosinemia was identified in a 
20-week-old girl presenting with metabolic acidosis 
and failure to thrive when weaned from breast 
milk onto a higher protein diet. The patient 
differed from all previously reported cases of 
tyrosinemia in several respects, including 1) 
presence of striking tyrosyluria with only mild 
tyrosinemia; 2) dramatic improvement on a low 
tyrosine, low phenylalanine diet; 3) spontaneous 
resolution of the metabolic fault at 12 months old; 
and 4) absence of liver disease or brain damage. 
The child’s mental development was normal. Large 
quantities of an unidentified peptide were 
excreted by the patient and her mother. (20 refs.) 


Genetics Research Unit 

Royal Children’s Hospital 
Research Foundation 

Melbourne, Australia 


2112 SANSARICQ, CLAUDE; GARG, SAN- 
TOSH; NORTON, PATRICIA M.; PHAN- 
SALKAR, SADASHIV V.; & SNYDER- 
MAN, SELMA E. Cystine deficiency 
during dietotherapy of homocystinemia. 
Acta Paediatrica Scandinavica, 

64(2):215-218, 1975. 


A cystine deficient state in a 4-year-old MR boy 
receiving specific dietary treatment for homocysti- 
nuria was indicated by weight loss, reappearance 
of significant amounts of homocystine in the 
plasma and urine, and the elevation of plasma 
methionine level. There was also a significant 
reduction in the level of cystine in the plasma, a 
factor which differentiated cystine deficiency 
from loss of biochemical control due to failure to 
adhere to the prescribed diet. Adding cystine to 
the regime of the patient resulted in a complete 
remission without any change in diet. Cystine 
appears to be an essential amino acid for the 
individual with homocystinemia. (5 refs.) 


Department of Pediatrics 

New York University Medical 
Center 

New York, New York 


2113 NAJJAR, SAMIR S.; SALEM, GEORGE 
M.; & IDRISS, ZIAD H. Congenital 
generalized lipodystrophy. Acta Paedia- 
trica Scandinavica, 64(2):273-279, 1975. 


Salient clinical and biochemical features of 6 
children (5 months to 14 years) with congenital 
generalized lipodystrophy (CGL) are presented. 
Patients were MR and had generalized paucity of 
fat tissue, acanthosis nigricans, prominent super- 
ficial veins, and muscle hypertrophy. Corneal 
opacities were observed in 3. Bone age was 
advanced, and some had minor skeletal anomalies 
and nephromegaly. Light microscopy showed 
normal muscle history. Most had elevated serum 
aldolase and, to a lesser extent, serum lactic 
dehydrogenase and creatinine phosphokinase. A 
myopathic electromyogram was seen in 4 out of 5 
examined. Liver tests were normal or minimally 
deranged. Progressive fatty liver infiltration was 
seen in one patient. Two patients had an abnormal 
metyrapone test. Abnormalities of growth hor- 
mone, insulin, and carbohydrate homeostasis were 
age-dependent. CGL may be inherited as an 
autosomal recessive trait. ‘20 refs.) 


Department of Pediatrics 
American University Hospital 
Beirut, Lebanon 
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2114 FLUGE, G.; STA, K. F.; & AARSKOG, D. 
Endocrinological aspects at follow-up stu- 
dies in neonatal hypoglycaemia. Acta 
Paediatrica Scandinavica, 64(2):280-286, 
1975. 


A follow-up of 37 children (2 to 4 years old) with 
neonatal hypoglycemia suggested that a distur- 
bance in the hypothalamic-pituitary-adrenal axis 
may contribute to defective carbohydrate meta- 
bolism in some hypoglycemic infants. A diabetic 
response to oral glucose was detected in 3 out of 
23 children who had tolerance tests. None of the 3 
had diabetic symptoms or family history of 
diabetes, but 1 experienced hypoglycemia attacks 
beyond infancy and responded with hyperinsuli- 
nism during the glucose tolerance test. The other 
surviving hypoglycemic patient had an exaggerated 
insulin release in response to tolbutamide. Seven 
patients had deficient serum cortisol response to 
insulin-induced hypoglycemia, and 5 of those had 
concomitant minimal growth hormone response. 
One of these children also had a diabetic glucose 
tolerance. None was unusually short in stature. (20 
refs.) 


Department of Paediatrics 
University of Bergen 
Bergen, Norway 


2115 SVENNERHOLM, L.; HAGBERG, B.; 
HALTIA, M.; SOURANDER, P.; & 
VANIER, M. T. Polyunsaturated fatty acid 
lipidosis. Acta Paediatrica Scandinavica, 
64(3):489-496, 1975. 


Lipid analyses were performed on 3 children who 
died of a progressive encephalopathy and 1 child 
in an early stage of the disease to determine 
whether biochemical findings were consistent with 
those found in a case of infantile encephalopathy 
with disturbed polyunsaturated fat metabolism. 
Findings showed that in the terminal stage of the 
disease, the cortex and white matter content of all 
lipid classes, particularly the sphingolipids, were 
very low. The concentration of gangliosides of the 
cerebral cortex was 10 percent, and of cerebro- 
sides in white matter 2-3 per cent, of the normal 
values for the age. The proportion of the minor 
gangliosides with short carbohydrate chains was 
increased because the reduction affected mainly 
the 4 major brain gangliosides. Findings showed 
that the cerebral lipid pattern appeared to be 
normal in the early stages of the disease. The 3 


advanced cases showed identical fatty acid 
compositions in the cerebral cortex and white 
matter. In ethanolamine phosphoglycerides the 
proportions of 18:1 and 20:4(n-6) were increased, 
while those of 22:4(n-6) and 22:6(n-3) were 
markedly diminished. Similar changes in the fatty 
acid patterns were found in the other phosphogly- 
cerides. In early phase of the disease 22:4(n-6) was 
decreased and 18:1 increased. Researchers termed 
the new disease polyunsaturated fatty acid 
lipidosis (PFAL). (24 refs.) 


Department of Neurochemistry 
University of Helsinki 
Helsinki, Finland 


2116 JACOBSEN, B. BROCK; KASTRUP, K. 
W.; & CHRISTENSEN, N. JUEL. Plasma 
adrenalin in child with ketotic hypogly- 
cemia and calcifications of the suprarenal 
glands. Acta Paediatrica Scandinavica, 
64(3):559-561, 1975. 


A case of a 6-year-old male with ketotic 
hypoglycemia and calcifications of the suprarenal 
glands is reported. The child also had a severely 
impaired plasma adrenalin response to hypogly- 
cemia, but adrenocortical insufficiency was not 
present. The plasma adrenalin’ response to 
hypoglycemia was practically absent, being only 4 
percent of the value obtained in healthy children. 
In this case the abnormality may have been related 
to the bilateral adrenal calcifications. While the 
vast majority of children with ketotic hypogly- 
cemia show hypoadrenalinemia, calcifications of 
the suprarenal glands are usually not present. (18 
refs.) 


Childrens Hospital 
Fuglebakken, Copenhagen 


2117 VESTERHUS, P.; EIDE, J.; FROLAND, 
S.; HANEBERG, B.; & JACOBSEN, K. G. 
Maldescent of the thymus in a hypo- 
parathyroid infant with pharyngeal pouch 
syndrome. Acta Pediatrica Scandinavica, 
64(3):555-558, 1975. 


Clinical and pathological findings on a 6-month- 
old male with IIl-IV pharyngeal pouch syndrome 
are reported. The infant had multiple congenital 
anomalies, including absence of parathyroid 
glands, maldescent of the thymus, aberrant right 
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subclavian artery, and dysfunction of the glosso- 
pharyngeal nerve. Thymic shadow was not found 
on roentgenographic examination of the anterior 
mediastinum because of persistence of the thymus 
in the cervical area. The weight and histology of 
the thymus were normal, as were studies of the 
humoral and cellular immunity. Permission to 
open the cranium was not obtained. This case 
shows that thymic deficiency with immunologic 
abnormality is not obligatory in cases of the III-IV 
pharyngeal pouch syndrome with an absence of 
the parathyroid glands. Consequently, such cases 
should not be diagnosed as the Di George 
syndrome. (10 refs.) 


Rikshospitalet University 
Hospital 
Oslo, Norway 


2118 SAUDUBRAY, J. M.; CATHELINEAU, L.; 
LAUGIER, J. M.; CHARPENTIER, C; 
LEJEUNE, J. A.; & MOZZICONACCI, P. 
Hereditary ornithine transcarbamylase de- 
ficiency. Report of two male cases with 
residual enzymatic activity. Acta Paedia- 
trica Scandinavica, 64(3):464-472, 1975. 


Two cases of male children with liver ornithine 
transcarbamylase (OCT) deficiency are reported. 
In the first case, the disease occurred at 8 years of 
age, with hyperammonemic coma leading to death 
in 48 hours. Symptoms in the second case 
appeared at age 6 days, but the outcome was 
favorable. These cases demonstrate that OCT 
deficiency is not necessarily fatal, does not 
necessarily occur in the neonatal period, and does 
not necessarily imply an almost total lack of OCT. 
In the first case, the partial deficiency of ornithine 
transcarbamylase (10 percent) was compatible 
with a near normal life for a prolonged period of 
time. In the second case, the OCT deficiency was 
only partial, with a persistent residual activity of 6 
percent. These cases underline the genetically 
heterogeneous nature of OCT deficiencies and the 
fact that in this x-transmitted trait, hemizygotes 
can preserve a functional enzymatic activity 
compatible with life. (23 refs.) 


Clinique Medicale Infantile 
Paris, France 
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2119 SCHWARTZ, ROBERT P.; ROESEL, R. 
AUGUST; BLANKENSHIP, PAUL R.; & 
HALL, W. KNOWLTON. Loss of transfer- 
ase enzyme activity of transfused erythro- 
cytes in galactosemia. Southern Medical 
Journal, 68(3):301-392, 1975. 


Performance of an erythrocyte transferase assay 
on a suspected case of galactosemia revealed low 
but appreciable levels of enzyme activity 26 days 
after an exchange transferase activity of the frozen 
hemolysate from the infant declined sharply. A 
study was made to determine if the child had 
Classic galactosemia with residual transferase 
activity from transfusion, an unstable transferase 
variant (“Indiana”), the Rennes variant, or the 
homozygous Duarte variant. Results of application 
of the galactose-1-phosphate transferase assay of 
Bretthauer et al., combined with the procedures of 
Chacko et al. for identifying the unstable variant 
transferase, suggested that the patient had the 
Classic type of galactosemia, but that erythrocyte 
transferase from the transfused cells was signifi- 
cantly less stable than erythrocyte transferase 
from normal controls. Evidence for this conclusion 
is reviewed. Findings suggest that when transfusion 
is necessary, transferase assay for diagnosis of the 
enzyme deficiency before transfusion prevents 
confusion attributable to the transferase activity 
from the transfused cells. (7 refs.) 


U.S. Army Medical Center 
Fort Gordon, Georgia 


2120 OLNEY, JOHN W.; MISRA, CHANDRA 
H.; & DE GUBAREFF, TAISIJA. 
Cysteine-S-sulfate: brain damaging metabo- 
lite in sulfite oxidase deficiency. Journal of 
Neuropathology and Experimental Neu- 
rology, 34(2):167-177, 1975. 


Cysteine-S-sulfate, an abnormal metabolite, may 
be the neurotoxic agent responsible for brain 
damage in sulfite oxidase deficiency, a rare 
disorder of sulfur amino acid metabolism associa- 
ted with brain damage and MR. The molecular 
structure of the metabolite resembles that of 
glutamate and related acidic amino acids which 
have both neuroexcitatory and neurotoxic proper- 
ties (excitotoxic amino acids). Cysteine-S-sulfate 
was synthesized as the sodium salt by the method 
of Segel and Johnson from L-cystine and sulfite 
and injected into infant and adult rats. Findings 
indicate that cysteine-S-sulfate induces the glu- 
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tamate type of neuropathology in the rat central 
nervous system when administered subcutaneously 
to infants and intracerebrally to adults. In as much 
as sulfite oxidase deficiency is a rare condition, 
identification of a neurotoxic metabolite in that 
condition may in itself be of limited significance. 
Observing cysteine-S-sulphate, however, as but one 
member of a family of excitotoxic amino acids, 
some of which are natural brain metabolites, gives 
the finding greater significance; that other 
members could play occult roles in CNS disorders 
warrants careful consideration. (33 refs.) 


Washington University School 
of Medicine 
St. Louis, Missouri 


2121 BRAMBILLA, F.; GIARDINI, M.; & 
RUSSO, R. Prospects for a pharmacologi- 
cal treatment of phenylketonuria. Diseases 
of the Nervous System, 36(5):257-260, 


1975. 


The dietary approach to the treatment of 
phenylketonuria, unless continuously corrected 
and adapted to the changing necessities of 
patients, is not the most satisfactory method of 
managing the disease. A long lasting anabolic 
steroid treatment was tested to determine whether 
it represented a more desirable method of 
managing phenylketonuria. Ss were 10 children 
aged 4-12 years. The 3 older Ss were hospitalized 
during the study. Seven younger Ss_ were 
hospitalized during the first 2 months of the 
study; afterwards they were treated in the 
outpatient clinic. The anabolic stereoids used were 
Norandrostenolone phenylpropionate, admini- 
stered intramuscularly in increasing doses from 25 
to 75mg a.w., and Stanozold per os, 4mg a.d. for 2 
years. Three older Ss remained on an unrestricted 
diet; 7 younger Ss remained on restricted diets. 
Results of the study showed a total normalization 
of the blood levels of phenylalanine and tyrosine 
throughout the treatment, as well as improvements 
in the psychoneurological disorders. (31 refs.) 


Istituto di Neuropsichiatria 
Infantile 

Dell ‘Universita’ 

Milano, Italy 


713 


2122 WOOLF, L. I.; MCBEAN, M. S.; WOOLF, 
F. M.; & CAHALANE, S. F. Phenyl- 
ketonuria as a balanced polymorphism: the 
nature of the heterozygote advantage. 
Annals of Human Genetics, 
38(4):461-469, 1975. 


Fifty-seven phenylketonuria (PKU) families and 
412 matched control families in Ireland and West 
Scotland were compared regarding obstetric 
histories. Although there was no_ significant 
difference between PKU and control groups in the 
number of pregnancies per family, the proportion 
of pregnancies resulting in live-born infants was 
significantly higher in the PKU group (p<0.01). 
This difference could be related to a significantly 
lower fetal loss during the first and second 
trimesters, the proportion of spontaneous abor- 
tions in the PKU group being approximately half 
that in the control group. Possession of a single 
gene for PKU by the mother apparently exerts a 
protective effect against some factor, possibly 
environmental, which causes fetal death. It is 
consistent with this conclusion that 13.9 percent 
of control families but only 2.22 percent of PKU 
families at risk had suffered more than 1 
spontaneous abortion. The findings suggest that 
the decrease in fetal mortality is mediated by the 
higher concentration of phenylalanine in the 
heterozygous mother’s blood, but this is not a 
simple nutritional effect of an increased supply of 
an essential amino acid leading to increased 
protein deposition. (36 refs.) 


Kinsmen Laboratory 
Department of Psychiatry 
University of British Columbia 
Vancouver, B.C., Canada 


2123 JACOB, JACOB C.; ROWDEN, GEOF- 
FREY; KUTTY, MADHAVAN; & ISLAM, 
MOINUDDIN. Multilamellar cytosomes in 
a particular form of late-infantile amauro- 
tic idocy. American Journal of Diseases of 
Children, 29(1):109-112, 1975. 


Electron miscroscopic examination tissues of a 
patient with a particular form of late-infantile 
amaurotic idiocy has confirmed that patients with 
this disorder show characteristic cytoplasmic 
inclusions not seen in other cerebroretinal 
degenerative disorders. No clear chemical-patholo- 
gical or unique enzyme abnormalities have been 
identified in this disorder; however, a distinctive 
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morphological feature recognized in the tissues is 
multilamellar cytosomes (MLC). In a patient who 
presented with seizures and a rapid succession of 
other neurological disorders at age 2', illustrations 
of MLC show their reactivity with the periodic 
acid-silver methenamine reaction for glycopro- 
teins. MLC were morphologically identical in 
cerebral tissue obtained at biopsy, in the same 
tissue obtained 3-years later at autopsy, and in 
skeletal muscle. Similar electron microscope 
features have been noted in other published 
reports of this disorder, but variations in 
designating the disorder have increased the 
difficulty of recognizing similarities in case 
reports. (21 refs.) 


Janeway Child Health Centre 
St. John’s 
Newfoundland, Canada 


2124 CASTELLS, SALVADOR; REDDY, 
CHURKU-MOHAN; & CHOO, SUNG- 
MOON. Permanent panhypopituitarism 
associated with maternal deprivation. A 
causal relationship? American Journal of 
Diseases of Children, 129(1):128-130, 
1975. 


Observations of a 15-year-old with severe growth 
retardation and pituitary disorders suggest that 
prolonged exposure to maternal deprivation may 
result in permanent panhypopituitarism. The boy, 
who exhibited normal psychomotor development 
until he was 22 months old, showed no changes in 
growth rate and pituitary function after 1 year in 
an appropriate foster home. Administration of 
protirelin resulted in a substantial increase in the 
concentration of serum thyroid stimulating hor- 
mone, suggesting that the primary abnormality 
was in the hypothalamic centers controlling the 
release of pituitary hormone. Persistent deficien- 
cies of human growth hormone (HGH) and 
corticotropin were confirmed by the lack of 
increase in the concentration of serum HGH after 
stimulation with induced hypoglycemia, and by 
inadequate response to metyrapone administra- 
tion. Prolonged emotional disturbance may cause 
permanent damage to the hypothalamic centers 
controlling the secretion of releasing factors. (13 
refs.) 
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Department of Pediatrics 

Unit of Growth and Metabolism 
State University of New York 
Downstate Medical Center 

450 Clarkson Avenue 

Brooklyn, New York 11207 


2125 HOPWOOD, NANCY J.; FORSMAN, 
PATRICIA J.; KENNY, FREDERICK M.; 
& *DRASH, ALLAN L. Hypoglycemia in 
hypopituitary children. American journal 
of Diseases of Children, 129(8):918-929, 
1975. 


A profile of the type of hypopituitary child at risk 
of developing clinically evident hypoglycemia 
emerged from examination of 52 children with 
growth hormone (GH) deficiency. Children with 
isolated GH and multiple anterior pituitary 
deficiencies exhibited symptomatic and asympto- 
matic hypoglycemia with equal frequency. Nine 
children had symptomatic hypoglycemia, and 14 
had asymptomatic hypoglycemia. More frequent 
incidence of symptomatic 
found in children who were under 4 years old and 
lean. Human growth hormone therapy resulted in 
decreased height age/weight age ratios and 
improved carbohydrate homeostasis, Substantially 
lowered insulin responses to oral glucose and 
intravenous arginine administration was associated 
with symptomatic hypoglycemia. The develop- 
ment of hypoglycemia in hypopituitarism may be 
related to a deficiency of gluconeogenic substrate 
or to impaired amino acid mobilization. (30 refs.) 


*Children’s Hospital 
125 De Soto Street 
Pittsburgh, Pennsylvania 15213 


2126 ROLLE-DAYA, HEIKE; *PUESCHEL, 
SIEGFRIED M.; & LOMBROSO, CESARE 
T. Electroencephalographic findings in 
children with phenylketonuria. American 
Journal of Diseases of Children, 
129(8):896-900, 1975. 


A relationship between initiation of therapy and 
EEG findings was found in a follow-up study of 90 
patients with phenylketonuria. Normal EEGs were 
observed in 73 percent of the patients with 
Classical phenylketonuria who were diagnosed and 
treated early. Mild background abnormalities were 
found in 23 percent of this group and paroxysmal 
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discharges in only 4 percent. Normal EEGs were 
observed in 31 percent of the patients in whom 
phenylketonuria was diagnosed after 6 months of 
age, background abnormalities were found in 24 
percent, and paroxysmal discharges were seen in 
45 percent. Of patients with atypical phenyl- 
ketonuria, normal EEGs were found in 62 percent, 
and background abnormalities were revealed in 38 
percent. Initiation or termination of the low 
phenylalanine diet did not effect major changes in 
EEG patterns. There was no correlation between 
the degree of dietary control, EEG findings, and 
intellectual performance in children who were 
diagnosed and treated before 6 months of age. (16 
refs.) 


*Developmental Evaluation Clinic 

Children’s Hospital Medical 
Center 

300 Longwood Avenue 

Boston, Massachusetts 02115 


2127 MACLAREN, NOEL K.; COWLES, 
CAROLYN; OZAND, PINAR T.; SHUT- 
TEE, ROBERT; & CORNBLATH, MAR- 
VIN. Glycerol intolerance in a child with 
intermittent hypoglycemia. /ournal of 
Pediatrics, 86(1):43-49, 1975. 


A 3-year-old boy with at least 3 episodes of 
hypoglycemia unrelated to _ fructose-1,6- 
diphosphatase (FDPase) deficiency showed an 
intolerance to glycerol, administered orally 
(0.5-1.0g/kg) or intravenously (0.09g/kg). 
Euphoria, mental confusion, drowsiness, nausea, 
and vomiting were seen for 1-5 hours following 
oral administration. Orally administered medium- 
chain triglyceride (1g/kg) had similar effects. On 
one occasion, oral glycerol provoked hypogly- 
cemia, as had a 16.5-hour fast. Intravenous 
glycerol induced an immediate loss of conscious- 
ness, from which he recovered spontaneously after 
30 minutes without evidenced changes in blood 
glucose values. Intravenous fructose (0.25g/kg) 
was tolerated normally. Studies of glycerol 
metabolism in the patient’s leukocytes compared 
to those in controls indicated normal FDPase and 
a-glycerol phosphate dehydrogenase activities as 
well as normal accumulation of phosphorylated 
intermediates of glycerol C!*. While the mechan- 
isms for glycerol tolerance in this patient remain 
unknown, dietary restriction has resulted in 
obvious clinical improvement. (34 refs.) 


Department of Pediatrics 

University of Maryland 
Hospital 

22 S. Green Street 

Baltimore, Maryland 21201 


2128 SMITH, ISABEL; FRANCIS, DOROTHY 
E. M.; CLAYTON, BARBARA E.; & 
WOLFF, OTTO H. Comparison of an 
amino acid mixture and protein hydroly- 
sates in treatment of infants with phenyl- 
ketonuria. Archives of Disease in Child- 
hood, 50(11):864-870, 1975. 


Three feeding regimens for infants with phenyl- 
ketonuria diagnosed by neonatal screening were 
compared. Five children (Group 1) received 
Minafen, a protein hydrolysate with most of the 
phenylalanine removed, until they weighed twice 
their birth weights; Aminogran, a mixture of pure 
L-amino acids excluding phenylalanine, was then 
added to the feeds in increasing amounts until it 
replaced Minafen at 8 to 10 months of age. Five 
children (Group 2) received Aminogram from the 
neonatal period. Five children (Group 3) received 
Minafen until they weighed twice their birth 
weights; Cymogran, another protein hydrolysate, 
was then added in increasing amounts and replaced 
Minafen at 8 to 10 months of age. Growth was 
normal, and control of phenylalanine levels was 
satisfactory in all groups. In infancy, the simplicity 
of Minafen in prescription and preparation was a 
great advantage. When patients changed from the 
bottle to the cup at 8 to 12 months of age, 
however, Aminogran was more advantageous 
because of its more pleasant taste, small bulk, and 
its low calorie content, necessitating supplementa- 
tion with carbohydrate and fat in early infancy 
and later on with fruit, vegetables, special bread, 
biscuits, pasta, and other low-protein foods. (10 
refs.) 


Institute of Child Health 
30 Guilford Street 
London WCIN 1EH, England 


2129 MEIER, C.; & LUTSCHG, J.; VASSELLA, 
F.; & BISCHOFF, A. Progressive neural 
muscular atrophy in a case of phenylketo- 
nuria. Developmental Medicine and Child 
Neurology, 17(5):625-630. 
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The occurrence of _ peripheral neuropathy, 
although not previously reported in phenylketo- 
nuria (PKU) patients, was found in a 13-year-old 
male. S, the son of consanguineous parents, was 
deemed to have satisfactory psychomotor develop- 
ment until the end of his first year. At 20 months 
clinical PKU was diagnosed and dietary treatment 
began. At 9 years dietary treatment was 
discontinued. At age 13 phenylalaninemia of 
37mg/100m! was measured and dietary treatment 
resumed. Suspected peripheral neuropathy 
warranted additional studies. S, with classical 
PKU, presented a further neurological disorder, 
having symptoms which are consistent with a 


slowly progressive neural muscular atrophy. 
Diagnosis is supported by electrophysiological 
findings of strongly reduced motor and sensory 
nerve conduction velocities and the morphological 
findings of a chronic neuropathy with ‘onion bulb’ 
formation in a distal nerve biopsy. Clinical and 
neurophysiological findings in this case clearly 
differ from those reported. The combination of 
neural muscular atrophy and PKU is probably 
accidental. 


University of Berne 
Berne, Switzerland 
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2130 JENSEN, INGE. Genetic factors in 
temporal lobe epilepsy. Acta Neurologica 
Scandinavica, 52(5):381-394, 1975. 


Seventy-four patients with temporal lobe epilepsy 
resistant to medication who underwent unilateral 
temporal lobe resection during the period 
1960-1969 were the subject of a follow-up 
investigation undertaken in 1970-1971; interviews 
also were conducted with the parents of 43 of the 
patients. The obtained material indicated a 
positive family history of epilepsy in 30 percent, 
of other neurologic diseases in 49 percent, and of 
major psychiatric disorders in 46 percent. An 
epileptic predisposition per se did not influence 
the therapeutic result of a temporal lobectomy, 
but a multiple burden, especially when it affected 
both the maternal and paternal sides of the family, 
appeared to influence the prognosis unfavorably. 
Both the incidence of patients with cerebral, 
neurologic heredity and the number of relatives 
affected was unusually high. A multiple genetic 
burden afflicting one or more first-degree relatives 
was present in 18 percent of the patients and was 
found to be highly unfavorable prognostically with 
regard to relief from seizures. A multiple 
psychiatric predisposition in parents: and/or 
siblings unfavorably influenced the psychiatric 
status. (29 refs.) 


Neuromedicinsk afd. 
Kobenhavns Amts Sygehus 
DK-2600 Glostrup, Denmark 
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2131 DEKABAN, ANATOLE S.; & LEHMAN, 
ELYSE J. B. Effects of different dosages 
of anticonvulsant drugs on mental per- 
formance in patients with chronic epilespy. 
Acta Neurologica Scandinavica, 


52(4):319-330, 1975. 


Fifteen patients (11 adults and 4 children) with 
recurrent cerebral seizures either of the idiopathic 
or focal type had their dose of anticonvulsant 
drugs changed twice, each time by 30 to 50 
percent of the initial medication. Prior to the dose 
change, the patients were given 6 specially adapted 
mental performance tests designed to measure 
vigilance, reaction time, and certain aspects of 
memory. Serum drug levels also were monitored. 
Tasks involving sustained attention showed a 
definite relationship between the dose of drugs 
and performance differences, whereas the trend in 
the relationship with drug dosage was not 
statistically significant in the memory tasks. Eight 
of the 15 patients were markedly overmedicated at 
the time they entered the study. Six of them 
performed worst on their highest dose when the 
best suited tests were applied. Seven of these 8 
patients felt better subjectively 
medication was reduced by as much as 45 to 70 
percent of the initial dose. In view of the great 
variation in individual tolerance of drugs, each 
patient could be assessed more accurately by 
means of well standardized yet simplified per- 
formance tests administered at several dosage 
levels. (34 refs.) 
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2132 MOSAVY, S. H.; & GOLSHAN, M. 
Tuberous sclerosis: a case report. South 
African Medical Journal, 49(17):689-690, 
1975. (Letter) 


A 23-year-old male of average intelligence with a 
history of grand mal seizures presented with 
lesions of the face and neck. A shagreen patch was 
evident on his back, and a subungual fibroma was 
present on the left great toe. Other findings were 
normal. Radiographic study of the skull and 
histologic study of the lesions indicated tuberous 
sclerosis. At age 2.5 years, the propositus had 
presented with skin lesions characteristic of 
adenoma sebaceum which gradually enlarged. The 
“tg represents a typical case of this disease. (4 
refs. 


P.O. Box 279 
Isfahan, Iran 


2133 KING, J. O. Progressive myoclonic epi- 
lepsy due to Gaucher’s disease in an adult. 
Journal of Neurology, Neurosurgery, and 
Psychiatry, 38(9):849-854, 1975. 


A 39-year-old male, born in South Africa of 
Jewish parents who were first Ccounsins, presented 
with a 22-year-history of progressive myoclonic 
epilepsy. Storage cells in the bone marrow, an 
elevated serum acid phosphatase, normal beta- 
galactosidase, and deficient beta-glucosidase 
activity pointed to an unequivocal diagnosis of 
Gaucher’s disease. The absence of a palpable 
spleen delayed diagnosis and was unusual, 
although well recognized. Neurological features of 
the present case aside, the age of onset, prolonged 
survival, pancytopenia, and Ashkenazi Jewish 
origin suggest that the patient is suffering from the 
chronic adult form of Gaucher’s disease. Although 
the long-term prognosis for the patient must be 
poor, he has already survived more than 20 years 
since his seizures began. His degree of intellectual 
impairment is mild, and, provided that a drug can 
be found which will control his epilepsy and 
myoclonus without excessive side effects, he may 
be able to return to some form of useful 
employment. (43 refs.) 


National Hospital for 
Nervous Diseases 

Queen Square 

London, England 
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2134 BROWN, JENNIFER M., Tuberose sclerosis 
with malignant astrocytoma. Medical Jour- 
nal of Australia, 1(26):811-814, 1975. 


A case of a recurrent malignant gemistocytic 
astrocytoma is described. At autopsy a diagnosis 
of tuberous sclerosis was made, when histological 
examination of the heart revealed that there were 
scattered small rhabdomyomata. Firm, white 
cerebral tubers showed the usual, moderately 
cellular appearance with bizarre, atypical giant 
astrocytes and smaller gemistocytic types in a 
dense fibrillary network of glial fibres. The benign 
subependymal giant-celled glioma is_ typically 
associated with tuberous sclerosis, but may be 
present in an otherwise normal individual. In the 
present case, there was no doubt that the 
gemistocytic astrocytoma was malignant, since it 
recurred locally, and at autopsy was found to be 
widespread, involving the meninges and ependymal 
surfaces, and spreading extradurally and down the 
spinal cord. Malignant degeneration has not been 
previously described in association with tuberous 
sclerosis. (9 refs.) 


Department of Anthropology 
University of Adelaide 

North Terrace, Adelaide 
South Australia 5000 


2135 MATTHEWS, CHARLES G.; & HARLEY, 
J. PRESTON. Cognitive and motor-sensory 
performances in toxic and _ nontoxic 
epileptic subjects. Neurology, 
25(2):184-188, 1975. 


A study is discussed which addresses the question 
of toxicity effects of anticonvulsant medications 
on psychologic test performance on a battery of 
cognitive, motor-sensory, and psychometric 
measures sensitive to central nervous system 
functioning. Ss were drawn from approximately 
200 patients seen at an epilepsy clinic in whom 
serum concentrations of diphenylhydantion, 
phenobarbital, and primidone had been deter- 
mined by gas chromatographic methods. Blood 
serum levels were obtained within 36 hours of 
neuropsychologic testing. Patients selected were 
matched on age and IQ. Thirty five Ss were 
identified as falling within the toxic range on one 
or more of these determinations, and 28 Ss were 
classified as nontoxic. The toxic group con- 
sistently obtained poorer mean test scores, and 
significant intergroup differences were found on 
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several measures of attention and concentration 
and on tests of motor coordination and static 
tremor. (8 refs.) 


Department of Neurology 
Neuropsychology Laboratory 
1954 E. Washington Avenue 
Madison, Wisconsin 53704 


2136 KAMM, RICHARD C. Aneurysm of the 
posterior inferior cerebellar artery of a 
5-year-old_ girl. American Journal of 
Diseases of Children, 129(12):1437-1439, 
1975. 


A case of a 5 year old female with congenital 
aneurysm located on the left posterior inferior 
cerebellar artery, which ruptured producing 
subarachnoid hemorrhage and death, is reported. 
Post mortem examination showed a profuse 
amount of subarachnoid hemorrhage in the regions 
of the pons and medulla. A saccular berry 
aneurysm measuring 4mm in diameter was found 
on the left posterior inferior cerebellar artery. 
There was an area of rupture with thrombus 
formation on the dorsal surface. The remainder of 
the vessels of the vertebral-basilar system, the 
circle of Willis, and the cerebral circulation were 
all found intact and free of lesions. There was no 
malformation of the circle of Willis. This case has 
two unusual features: 1) the very low incidence of 
congenital aneurysms in young children, and 2) 
the relatively rare occurrence of aneurysms of the 
vertebral-basilar system. (17 refs.) 


Louisiana State University 


Medical Center 
Shreveport, Louisiana 


2137 DLAY, RICHARD F.; & *FORSTER, 


FRANCIS M. Inheritance of reading 
epilepsy. Neurology, 25(9):1051-1054, 
1975. 


Electroencephalographic (EEG) studies were used 
to detect primary reading epilepsy in an adolescent 
youth after his first grand mal seizure. Similar 
studies conducted with members of his family 
revealed primary reading epilepsy in a first cousin 
and in 2 siblings. The disorder had not yet been 
detected in the siblings by teachers or parents, and 
would probably have remained unnoticed without 
the use of special techniques. This pedigree 
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indicates an autosomal dominant gene of incom- 
plete penetrance involving at least 3 generations (I, 
ll, Il), An alternative hypothesis, that the 
affected members are homozygous for an auto- 
somal recessive, is unlikely, since the probability is 
low that both the mother of the proband and her 
sibling, the father of the proband’s affected 
cousin, married a heterozygote for this rare trait. 
There is no history of consanguinity between these 
parents. The possible implications of the 
centrencephalic EEG trait, which was present in 
some members of the family, are also discussed. 
(10 refs.) 


*Department of Neurology 
University Hospitals 
University of Wisconsin 
1954 E. Washington Avenue 
Madison, Wisconsin 53704 


2138 ANNEGERS, JOHN F.; ELVEBACK, 
LILA R.; HAUSER, W. ALLEN; & 
KURLAND, LEONARD T. Epilepsy anti- 
convulsants and malformations. In: 
Bergsma, D., ed. New Chromosomal and 
Malformation Syndromes. (Birth Defects: 
Original Article Series, Volume 11, 
Number 5.) White Plains, New York: The 
National Foundation, 1975, pp. 157-160. 


The records of patients with a diagnosis of 
epilepsy and pregnancy from 1939 through 1972 
were reviewed for epilepsy status and anticonvul- 
sant usage during pregnancies resulting in a 
delivery at a Rochester, Minnesota, hospital, and 
the case histories of these 284 births were studied 
for malformations noted at birth or subsequently. 
There were 10 malformations in the 141 deliveries 
to women who took anticonvulsants during the 
first trimester, as compared with only a single 
malformation (agenesis of a testicle) among the 56 
births to women with untreated epilepsy. No 
malformations were noted among the 87 births 
occurring before the onset or after the remission 
of maternal epilepsy. While the numbers of 
malformations in those on (10/141) and off (1/56) 
anticonvulsants were not significantly different, 
the findings of 6 cases of congenital heart disease 
and 3 of cleft lip or palate in the treated group 
were significantly higher than expected. Three of 
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the anomalies were familial. No increased inci- 
dence of anomalies was found in the children of 
males with epilepsy. 


Department of Medical Statistics 
and Epidemiology 

Mayo Clinic and Mayo Foundation 

Rochester, Minnesota 55901 


2139 *SMELTZER, JAMES, **SELLS, CLIF- 
FORD J.; & CARPENTER, ROBERT L. 
Effect of seizures on immature brain. New 
England fournal of Medicine, 
293(12):609-610, 1975. (Letter) 


Dr. Smeltzer presents 5 objections to Sells and 
colleagues’ ‘Sequelae of Central Nervous System 
Enterovirus Infections.”’ Children who did not 
have seizures with their enterovirus infection were 
not intellectually impaired; discounting the group 
in whom seizures developed, there is likely to be 
no statistically significant difference in 1.Q. 
between the enterovirus and the control group. 
There is nothing in the data to exclude the 
hypothesis that seizures are an index of severity of 
infection. No figure is presented for language and 
speech evaluations permitting the exclusion of 
children who had seizures; 52.5 percent of the 
children were lost to followup observation; data 
support the conclusion that presence of seizures is 
a predictor of neurologic impairment in young 
children. Sells maintains that Smeltzer is incorrect 
when he states that only children with seizures 
with their enterovirus infection had either definite 
or possible impairment as measured by 1.Q. If 
Clinical seizures and subsequent brain damage are 
unrelated to brain maturity, we whould have 
expected at least some of the Ss who had seizures 
with their illness to have been in the late onset 
(onset at 13 months of age or older) group rather 
than all in the group who were infected during the 
first year of life. Results suggesting the vulnerabil- 
ity of younger children represent a post hoc 
finding consistent with other data. Of the 40 
children who met study criteria, 20 resided within 
a reasonable commuting distance from the 
University; 19 of these participated in the study. 


*Case Western Reserve 
University 
Cleveland, Ohio 


** University of Washington 
Seattle, Washington 


2140 JALLING, BIRGITTA. Plasma concentra- 
tions of phenobarbital in the treatment of 
seizures in newborns. Acta Paediatrica 


Scandinavica, 64(3):514-524, 1975. 


Eighteen infants with convulsions during the 
neonatal period were studied to gain basic 
information about phenobarbital absorption and 
disappearance from plasma. An effort was made to 
determine plasma concentrations as a function of 
time after the administration of varying doses of 
the drug. The drug accumulated for at least 5 days 
with constant daily doses. After intramuscular 
injection of a single dose, 90 percent of the peak 
concentration was reached within 4 hours in 8 of 
the 10 infants. The peak concentration (in ug/ml) 
approximately equaled 1.3 x the dose (in mg/kg). 
Absorption after oral administration was less 
reliable. In 12 Ss the clinical course permitted 
attempts to evaluate the anticonvulsive effect of 
the drug. In 4 Ss the convulsions continued. In 8 
Ss the approximate range of phenobarbital 
concentration was 12-30 ug/ml when the convul- 
sions ceased. Phenobarbital half-life ranged 
between 59 and 182 hours. In some Ss the rate of 
phenobarbital disappearance from plasma varied 
considerably each day. The pathological condi- 
tions causing the seizures appeared to influence 
the distribution, metabolism, and excretion of the 
drug. Findings indicate that for infants with 
convulsions, it is difficult to construct rational 
maintenance dosage schedules; optimal dosage 
must be based on repeated determinations of the 
plasma concentration. (29 refs.) 


Karolinska Hospital 
Stockholm, Sweden 


2141 WAGENAAR, W. A. Performance of 
epileptic patients in continuous reaction- 
time situations. American Journal of 
Mental Deficiency, 79(6):726-731, 1975. 


To determine whether performance of epileptic 
patients in continuous tasks is impeded by 
frequent lapses of attention, 8 epileptics with 
marked decrease in general intelligence were tested 
on a 4-choice continuous reaction-time paradigm. 
Nonepileptic MRs matched for intelligence 
quotient and chronological age were controls. 
Experimental variables included: paced and 
self-paced work, massed and spaced work periods, 
and short or long exposure to stimulus. Epileptics 
were generally as sucessful at the task as other MR 
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Ss or even non-MR Ss, Findings held for reaction 
time, accuracy, and frequency of mental blocks. 
Manipulation of experimental conditions yielded 
only minor differences, with epileptic Ss benefit- 
ting less by pacing than controls. In general 
epileptics tended to maintain response rate at the 
cost of accuracy. No abnormal disturbance of 
attention was clearly demonstrated. (11 refs.) 


Institute for Perception TNO 
Soesterberg 

Kampweg 5, Postbus 23 

The Netherlands 


2142 CHURESIGAEW, SUNCHAI; *RUVAL- 
CABA, R.H.A.; & KELLEY, VINCENT C. 
Epilepsy and abnormal calcium meta- 


bolism in institutionalized mentally 
retarded patients. American jfournal of 
Mental Deficiency, 79(6):738-741, 1975. 


A roentgenographic and biochemical survey of 360 
epileptic and 190 nonepileptic patients in an 
institution for MRs revealed that epileptic Ss on 
long-term anticonvulsant therapy had a high 
incidence of bony abnormalities, hypocalcemia, 
and elevated serum alkaline phosphatase. Osteo- 
porotic epileptic Ss had a significantly larger 
increase of the alkaline phosphatase than non- 
osteoporotic Ss. Roentgenographic and chemical 
abnormalities did not appear to be related to 
ambulation. (20 refs.) 


*Ranier School 
Buckley, Washington 98321 
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2143 SCHARRER, S.; STENGEL- 
RUTKOWSKI, S.; RODEWALD- 
RUDESCU, A.; ERDLEN, E.; & *ZANG, 
K. D. Reproduction in a female patient 
with Down’s syndrome. Case report of a 
46,XY child showing slight phenotypical 
anomalies, born to a 47,XX,+21 mother. 
Humangenetik , 26:207-214, 1975. 


A nonmongoloid boy born to a 21-year-old 
mongoloid mother showed hypoplasia of the left 
fifth finger, cutaneous syndactyly between the 
second and third toes, and some Clinical and 
dermatoglyphic features frequently found in 
Down’s syndrome. He had a slightly prominent 
broad flat occiput, flat nose bridge, micrognathia, 
and tuberculum Darwini. Examination at age 17 
months showed a _ physically and mentally 
well-developed child with no neurologic deficits. 
Chromosome analysis revealed few hyperdiploid 
but no G-trisomic cells. However, an accessory 
G-trisomic cell line is not absolutely necessary to 
explain the mongoloid stigmata. Especially for the 
intriguing dermatoglyphic findings, an alternative 
explanation could be an extrachromosomal inheri- 
tance from the mongoloid mother. (19 refs.) 


*Fachrichtung Humangenetik 
Universitat des Saarlandes 
D-6650 Homburg/Saar 
Federal Republic of Germany 


2144 BOGDANOVIC, SHEARON. Prenatal 


detection of Down’s syndrome. /ournal of 
Obstetric, Gynecologic and Neonatal 


Nursing, 4(6):35-38, 1975. 


Recent medical advances in determining the causes 
of Down’s syndrome and its prenatal diagnosis 


through amniocentesis are described. An initial 


review of genetic causes of Down’s syndrome 
identifies nondisjunction (failure of two paired 21 
chromosomes to separate during meiosis) as the 
explanation in about 95 percent of all cases. The 
fact that Down’s syndrome can now be diagnosed 
prenatally is most important to 3 categories of 
higher risk childbearing women: (1) pregnant 
women 35 years of age or older, (2) women 
known to be carriers of the chromosome 
translocation (about an 11 percent chance of 
Down’s syndrome) or whose husbands are known 
carriers (about a 2 and 1/2 percent chance), and 
(3) women who have previously had a child with 
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Down’s syndrome. The actual procedure of 
amniocentesis is described, as well as_ the 
counseling and nursing aspects for pregnant 
women with a high risk for Down’s syndrome. In 
conclusion, it is urged that nurses be informed 
about new medical indications for amniocentesis 
so that they will know which patients to refer for 
the procedure. (8 refs.) 


1149 Daniels Drive 
Los Angeles, California 90035 


2145 TENNES, KATHERINE; PUCK, MARY; 
BRYANT, KATHLEEN; FRANKEN- 
BURG, WILLIAM; & ROBINSON, 
ARTHUR. A developmental study of girls 
with trisomy X. American Journal of 
Human Genetics, 27(1):71-80, 1975. 


The development of 11 girls (chronological age 2 
to 10 years) with a 47,XXX karyotype identified 
in a newborn survey was compared with that of 8 
girls with a mosaic sex chromatin pattern 
(45,X/46,XX or 46,XX/47,XXX) and 23 chromo- 
somally normal siblings of the affected children. 
Beginning at 8 weeks of age, physical and 
developmental observations were scheduled 
quarterly in the first 2 years and biannually 
thereafter. Siblings were given one intelligence test 
and one evaluation of emotional status, and were 
observed informally. The 2 groups of affected girls 
were found to be similar in family background and 
neonatal parameters. Among the index cases, 
about one-third gave no cause for concern, about 
one-third had suffered mild developmental lags, 
and one-third were borderline between normal and 
defective, either intellectually or emotionally. 
Delay in early motor development and speech, a 
mild intellectual deficit, and disturbance in 
interpersonal relationships in one-third of the 
index cases were apparent when they were 
compared with the group of mosaics. No 
consistent phenotype was found. (10 refs.) 


Department of Psychiatry 

University of Colorado 
Medical Center 

Denver, Colorado 80220 


2146 LEISTI, JAAKKO_ T.; KABACK, 
MICHAEL M.; & RIMOIN, DAVID L. 
Human X-autosome translocations: dif- 
ferential inactivation of the X chromosome 
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in a kindred with an X-9 translocation. 
American Journal of Human Genetics, 
27(4):441-453, 1975. 


An X-autosome translocation and differential 
inactivation of the X chromosome occurred in a 
black kindred. The phenotypically normal mother 
had a reciprocal’ translocation 
[46,X,rcp(X;9)(q11;q32)], while the daughter, a 
28-year-old female presenting with primary 
amenorrhea, developmental retardation, and 
multiple minor anomalies, had an unbalanced 
karyotype [46,X,-X,+der(9),rcp(X;9)(q11;q32)- 
mat], indicating adjacent-two type segregation in 
the mother. In the mother’s cells the normal X was 
late replicating, while in the daughter’s cells almost 
the entire der(g) was late replicating, suggesting 
the presence of autosomal inactivation. The 
daughter’s phenotype, suggestive of Turner 
syndrome, could be readily accounted for by her 
sex chromosome complement and the absence of 
effective trisomy 9. Correlation of the phenotypic 
and cytogenetic features of the present family and 
the previously reported cases of X autosome 
translocations suggests a pattern of X and 
autosomal inactivation consistent with the least 
amount of genotypic and phenotypic imbalance in 
most cases. (37 refs.) 


Division of Medical Genetics 
Harbor General Hospital 
UCLA School of Medicine 
Torrance, California 90509 


2147 WILLIAMS, JERRY OD.; SUMMITT, 
ROBERT L.; MARTENS, PAULA R.; & 
KIMBRELL, ROBERT A. Familial Down 
syndrome due to t(10;21) translocation: 
evidence that the Down phenotype is 
related to trisomy of a specific segment of 
chromosome 21. American Journal of 
Human Genetics, 27(4):478-485, 1975. 


A reciprocal t(10;21) translocation was observed 
in 3 generations of a family. A black male infant, 
his uncle, and his first cousin were trisomic for the 
segment of the long arm of chromosome 21 distal 
to the proximal part of band q21 and exhibited 
the typical phenotype of Down’s syndrome. The 
cousin with trisomy of the short arm-centromere- 
proximal long arm segment of chromosome 21, 
while mildly MR, had no discernible features of 
Down’s syndrome. Adjacent-2 segregation 
produced the patients with Down’s syndrome, and 
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3-1 disjunction produced trisomy of the proximal 
segment of chromosome 21. The main body of 
evidence that the Down phenotype is produced by 
trisomy of the more distal segment of chromo- 
some 21 depends upon deletions of varying extent 
of the distal portion of the long arm of the 
additional chromosome 21. The breakpoint was 
estimated at a position in the very proximal part 
of band q21 of the long arm of chromosome 21. 
Thus, it would appear that the main determinants 
of the Down phenotype are localized te the distal 
q21-q22 region of the long arm of chromosome 
21, proximal to the subterminal C band. (22 refs.) 


Department of Pediatrics 

University of Tennessee Center 
for the Health Sciences 

Memphis, Tennessee 38163 


2148 KRISTENSEN, HERLUF; FRIEDRICH, 
URSULA; LARSEN, GORM; & 
THERKELSEN, AAGE JUHL. Structural 
X-chromosome abnormality in a female 
with gonadal dysgenesis. Humangenetik, 
26: 133-138, 1975. 


A 24-year-old woman with primary amenorrhea 
was found to have gonadal dysgenesis and 46 
chromosomes. In the inactive X chromosome there 
seemed to be a deletion of the short arms and an 
insertion of heterochromatin in the long arms. A 
pericentric inversion, occurring during meiosis in 
one of the parents, with breakage and union in the 
centromeric heterochromatin of the short arms 
and in band g23 of the long arms might explain 
the present tindings if an amplification of the 
centromeric heter xchromatin left in the short arms 
is supposed also. This is the most probable 
mechanism in the present case. (15 refs.) 


Institute of Human Genetics 
Bartholinbygningen 
Universitetsparken 

DK-8000 Aarhus C, Denmark 


2149 ZIZKA, JAN; BALICEK, PETR; & NIEL- 
SEN, JOHANNES. XXYY son of a triple-X 
mother. Humangenetik , 26:159-160, 1975. 


A 15-year-old boy with a48,XXYY karyotype was 
the son of a woman with a 47,XXX karyotype. 
The youngest of 3 siblings, he was born when his 
mother was 37 and his father was 48 years old. 


The mother had an IQ of 68. The maternal uncle 
suffered from schizophrenia. The XXYY abnor- 
mality might arise from successive nondisjunction 
of paternal spermatogenesis or from a simul- 
taneous abnormality of gametogenesis in both 
parents. Another possibility is an _ increasing 
liability to mitotic nondisjunction, which might 
produce various types of mosaicism in mother and 
son. (4 refs.) 


Cytogenetic Laboratory 
Department of Pediatrics 
Faculty Hospital 

500 36 Hradec Kralove 
Czechoslovakia 


2150 FRIEDRICH, URSULA. A girl with 
karyotype 46,XX,del(7)(qter>p15:). 
Humangenetik , 26:161-165, 1975. 


The second child of healthy parents, both 29 years 
of age when she was born, presented with a partial 
deletion of the short arms of one chromosome 7, 
probably involving the region p21 and p22 of the 
short arms. Multiple phenotypic abnormalities 
were found. Several symptoms were comparable to 
trisomy 17; dermatoglyphic analysis showed 4 
features quite characteristic of Edward’s syn- 


‘drome. Cranio-synostosis, resulting in abnormal 


configuration of the head, seemed to be a new 
symptom not usually seen in patients with 
chromosomal abnormalities. Further examination 
of patients with abnormal head configuration may 
indicate whether early closure of craniosutures is a 
characteristic symptom in deletions of band p22 
of the short arms of chromosome 7. (4 refs.) 


Institute of Human Genetics 
University of Arhus 
DK-8000 Arhus C, Denmark 


2151 GRACE, H. J.; & FISMER, K. D. 
Klinefelter’s syndrome in South African 
Indians and Blacks. South African Medical 
Journal, 49(37):1519-1520, 1975. 


The cases of 2 Indians and 2 South African Blacks 
with poly-X karyotypes are reviewed. Poly-X 
syndromes are very uncommon in these 2 races in 
South Africa, with only 8 cases of Klinefelter’s 
syndrome having been reported in Blacks, and no 
previous reports of Indians being affected. 
Theories suggested to account for the differences 
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between the expected and observed number of 
cases include: affected individuals do not seek 
medical attention, or when they do, they are not 
recognized as having Klinefelter’s syndrome; 
cytogenetic investigation was not undertaken; 
there is a real difference in the prevalence of 
gonosomal aneuploidy in South African males. 
The final explanation is considered most likely, 
since affected males are often motivated to seek 
medical help because of physical changes or the 
psychological effects of decreased libido and 
impotence, and since it is improbable that so many 
have been unobserved because of incorrect 
diagnosis or lack of cytogenetic examination. In 
South Africa the epidemiology of the poly-X 
syndromes and other forms of gonosomal 
aneuploidy is different from that found in other 
countries. (11 refs.) 


Natal Institute of Immunology 
Durban, South Africa 


2152 NAKAGOME, YASUO; & KOBAYASHI, 
HIDEO. Trisomy of the short arm of 
chromosome 10. Journal of Medical 
Genetics, 12(4):412-414, 1975. 


A prenatally diagnosed 10p trisomy due to 
maternal rcp(10;22)(p11;p11) translocation was 
reported. The woman, aged 30 years, had 
previously had a malformed boy, and chromosome 
studies revealed that she, 1 of her 2 sisters, and her 
mother were carriers of a t(Cp-;Gp+) translocation. 
The boy was trisomic for the short arm of a 
C-group chromosome. Amniocentesis at 16 weeks’ 
gestation indicated that the fetus had the same 
unbalanced karyotype as the malformed brother, 
and the pregnancy was terminated at 22 weeks. 
The fetus weighed 345g and was_ grossly 
malformed, with hypertelorism, lowset ears, cleft 
palate, hare-lip, micrognathia, anal atresia, and 
severe pes varus. Autopsy disclosed a rectovaginal 
fistula and 2 lobes instead of 3 in the right lung. (4 
refs.) 


Department of Human Genetics 
National Institute of Genetics 
Mishima, Japan 


2153 JALBERT, P.; JALBERT, H.; SELE, B.; 
MOURIQUAND, C.; MALKA, §J.; 
BOUCHARLAT, J.; & PISON, H. Partial 
trisomy for the long arms of chromosome 
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No. 5 due to insertion and _ further 
‘aneusomie de recombinaison.’ Journal of 
Medical Genetics, 12(4):418-423, 1975. 


The first case of insertion between 2 chromosomes 
followed by ‘aneusomie de recombinaison’ was 
seen in the daughter of 1 of 5 members of a family 
with a balanced insertion (1;5)(q32;q11q22). The 
mother, maternal uncle, aunt, grandfather, and 
brother of the propositus all were normal on 
Clinical examination. The propositus, in contrast, 
not only presented with various malformations but 
was found to have a new type of chromosome 
aberration consisting of a lengthening of the 2 
chromosomes (Nos. 1 and 5) involved in the 
rearrangement found in the other family members. 
The increase in length of chromosome No.1 was 
not obvious but showed clearly on measurement. 
Lengthening of the No. 5 was quite obvious, The 
karyotype of the propositus was 46,XX,rec(1;5)- 
ins(1;5)(q32;q11q22). No such trisomy of the long 
arms of No. 5 seems to have been reported 
previously. (19 refs.) 


Laboratoire d’Histologie 
Faculte de Medecine 
38700 La Tronche, France 


2154 BACCICHETTI, CARLO; TENCONI, 
ROMANO; ANGLANI, FRANCA; & 
ZACCHELLO, FRANCO. Trisomy 
4q32>4qter due to a maternal 4/21 
translocation. Journal of Medical Genetics, 
12(4):425-427, 1975. 


A malformed girl had partial trisomy for a segment 
of the long arm of chromosome (4q32>qter) due 
to an unfavorable segregation of a maternal 
reciprocal translocation t(4;21)(q32q22). The 
Clinical features of the patient included low birth 
weight (in this case, a sign of slowed intrauterine 
development), ear malformation, microcephaly, 
micrognathia, MR, growth impairment, and simian 
crease. These anomalies can be found easily in 
other chromosomal abnormalities, too. Therefore, 
it is not yet possible to conclude the existence of a 
syndrome associated with partial trisomy 4qt+. The 
trisomic segment q32-qter in the present case was 
the smallest one described to date. (9 refs.) 


Paediatric Clinic 
University of Padova 
Padua, Italy 
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2155 HAYEK, ALBERTO; & YUNIS, EMILIO. 
Dicentric Y chromosome in mixed gonadal 
dysgenesis. Journal of Medical Genetics, 
12(2):210-212, 1975. 


A 15-year-old girl reared as a female was studied 
because of ambiguous genitalia. She was short, 
lacked breast development, and had an enlarged 
phallus partially covered by a foreskin; a small 
introitus and vagina were easily seen, and a cervix 
was visualized through an infantile speculum. An 
exploratory laparotomy revealed an_ infantile 
uterus and bilateral fallopian tubes. A streak gonad 
identified on the left side and an undifferentiated 
gonadal structure on the right both were removed 
surgically. Chromosome studies showed a 
45,X/45,Xdic(Yq) mosaicism. The identity of the 
dicentric Y chromosome was demonstrated by its 
typical fluorescent banding patterns. Histological 
evidence of mixed gonadal dysgenesis with 
intragonadal tumor confirmed past reports that 
gonadoblastoma is always associated with the 
presence of a cell line bearing a Y chromosome. (5 
refs.) 


Department of Pediatrics 
Loyola University 

Stritch School of Medicine 
2160 South First Avenue 
Maywood, Illinois 60153 


2156 HUSTINX, T.W.J.; GABREELS, F.J.M.; 
RUTTEN, F. J.; KORTEN, J. J.; 
SCHERES, J.M.J.C.; JOOSTEN, E.M.G.; & 
GIJSBERS, T.H.J. A mentally retarded 
child with a translocation involving 
chromosomes 12 and 19. /ournal of 
Medical Genetics, 12(2):207-210, 1975. 


Cytogenetic study of a female child with severe 
psychomotor retardation, bilateral radioulnar 
synostosis, agenesis of the corpus callosum, and 
several minor congenital malformations revealed a 
reciprocal translocation between the long arms of 
chromosomes 12 and 19. In the absence of 
evidence of mosaicism in the proposita or in one 
of her parents, it was considered most likely that 
the translocation arose de novo during meiosis. It 
could not be determined if the patient’s 
phenotypic and developmental abnormalities were 
purely coincidental. The translocation appeared to 
be balanced, but the clinical anomalies could have 
been caused by a small deletion in one or both 
chromosomes involved. A gene position effect also 


might explain the patient’s symptomatology. The 
agenesis of the corpus callosum was probably only 
one aspect of a dysgenesis of the central nervous 
system. (8 refs.) 


Department of Human Genetics 
University of Nijmegen 
Nijmegen, The Netherlands 


2157 VAN KEMPEN, C. A patient with 
congenital anomalies and a deletion of the 
long arm of chromosome 4 [46,XY,del(4)- 
(q31)]. /ournal of Medical Genetics, 
12(2):204-207, 1975. 


Giemsa banding of the karyotype of a previously 
reported child with multiple congenital anomalies 
and a deletion of the long arm of chromosome 4, 
identified formerly by autoradiography, confirmed 
the earlier finding of chromosome 4 involvement 
and also revealed the absence of the terminal 
G-band. Comparison of the symptoms and other 
data on this patient and on the 2 other patients 
known to have a deletion of the long arm of 
chromosome 4 did not yield any definite 
conclusions, because of the small number of cases. 
However, the occurence of satyr ears, palato- 
schisis, micrognathia, heart defect, sacral dimple, 
and poor development of flexor creases on the 
fingers in 2 of the 3 cases was striking. (5 refs.) 


Huize ‘Maria Roepaan’ 
Institute for Mental Defectives 
Ottersum, The Netherlands 


2158 DE BAULT, LAWRENCE E.; & HALMI, 
KATHERINE A. Familial trisomy 7 
mosaicism. fournal of Medical Genetics, 
12(2): 200-203, 1975. 


A trisomy 7 mosaicism (46,XX/47,XX,+7) was 
identified by quinacrine mustard fluorescence 
studies in a psychiatric patient and in her 
daughter, who also suffered from menta! illness. 
All family members, including the 2 trisomy 7 
mosaics, were phenotypically normal. Zellweger 
(1964) has pointed out that the occurrence of 
familial aneuploidy is rare and that familial 
mosicism is extremely rare. ‘Since familial 
mosaicism in particular is inconsistent with the 
usual concepts of how mosaicism occurs, Zell- 
weger and Abbo (1965) postulated that an 
autosomal dominant gene may be responsible. The 
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etiology of the mosaicism in 2 generations of the 
present family could also involve an autosomal 
dominant. The trisomy 7 mosaicism in the mother 
and daughter was probably unrelated to their 
psychiatric illnesses, (22 refs.) 


Department of Psychiatry 
University of lowa 

500 Newton Road 

lowa City, lowa 52242 


2159 PENCHASZADEH, VICTOR B.; & COCO, 
ROBERTO. Trisomy 22. Two new cases 
and delineation of the phenotype. /ourna/ 
of Medical Genetics, 12(2):193-199, 1975. 


Two unrelated children unaffected with Down’s 
syndrome had strikingly similar phenotypes and an 
extra G-like chromosome, Quinacrine and trypsin- 
Giemsa banding techniques permitted its identifi- 
cation as a No. 22 in both cases. Comparison of 
these cases with 15 selected non-Down’s syndrome 
patients with an extra small acrocentric chromo 
some reported in the literature revealed a 
remarkable correspondence in phenotype. All the 
cases were judged to be examples of trisomy 22. 
The phenotypic spectrum of trisomy 22 includes a 
unique aggregation of such stigmata as MR and 
growth retardation, microcephaly and craniofacial 
asymmetry, strabismus, beaked and prominent 
nose, long philtrum, cleft palate, micrognathia, 
large low-set ears with preauricular tags and/or 
pits, long slender fingers, congenital heart disease, 
inguinal hernia, and hip dislocation. Case 2 of this 
report also had aplasia of the left kidney and renal 
insufficiency, a finding not described in previous 
cases. (12 refs.) 


Seccion de Genetica Medica 
Policlinico de Ninos 
Buenos Aires, Argentina 


2160 SALDANA-GARCIA, P. Dermatoglyphic 
findings in 54 triple-X females and a review 
of some general principles applying to the 
soles in sex chromosome aneuploidy. 
Journal of Medical Genetics, 
12(2):185-192, 1975. 


The dermatoglyphic peculiarities of 54 females 
with XXX sex chromosomes were studied, Both 
fingers and palms could be analyzed in only 52 
cases, and soles, in 33. Compared with female 
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controls, the fingers of the affected group 
demonstrated an excess of radial loops and arches 
and a reduced mean for total finger ridge-count. 
On the palms, the absence of pattern in areas | and 
ll and wider ridges in the a-b interval were 
observed, Previous reports of a zygodactylous 
tendency in the palms, a tendency for the ridge 
width to increase with the number of sex 
chromosomes, and the greater effect of an extra X 
chromosome in pattern size reduction but its lesser 
influence on ridge width than that of an additional 
Y chromosome were confirmed, Pattern intensity 
on the soles was above the control average. The 
main peculiarities were a significant deficit of 
proximal loops in area IIl but an excess of 
proximal V_ together with triradius 4, and a 
significantly reduced frequency of triradius p” and 
zygodactylous z’, Some findings on sole derma- 
toglyphics in sex chromosome aneuploidy were 
inconsistent with earlier reports in the literature. 
(11 refs.) 


Kennedy-Galton Centre 

Harperbury Hospital 

Shenley, Radlett, Herts WD7 
9HQ, England 


2161 DARMADY, JUDITH M.; & SEABRIGHT, 
MARIANA. A family with an inherited 
translocation involving the No. 4/No, 21 
chromosomes. /ournal of Medical Gene- 


tics, 12(4):408-411, 1975, 


An English family had an unusual chromosomal 
translocation affecting 3 members and presumably 
a fourth. The propositus, seen at 11 months of 
age, had an_ unbalanced _ translocation 
4:21(p11;p12) and multiple congenital abnormali- 
ties. The chromosome complement of his brother 
was not established, but it was assumed that he 
also carried the unbalanced form of the transloca- 
tion, since his clinical features were very similar. 
Both the mother and sister of the propositus had a 
balanced translocation involving the same chromo- 
somes. The maternal grandmother had a normal 
karyotype but showed an increased number of 
spontaneous chromosome breaks. (9 refs.) 


Paediatrics Department 
Basingstoke District Hospital 
Aldermaston Road 
Basingstoke, Hants, England 
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2162 HALL, JUDITH G.; & HERROD, HENRY. 
The Stickler syndrome presenting as a 
dominantly inherited cleft palate and 
blindness. Journal of Medical Genetics, 
12(4):397-400, 1975. 


Three generations of one family presented with 
dominantly inherited cleft palate and blindness, 
major features of the Stickler syndrome. Two 
female sibs, their mother and maternal uncle, and 
their grandmother all had severe myopia. Cata- 
racts, nontraumatic retinal detachment leading to 
blindness, retinal degeneration, glaucoma, ptosis, 
and esotropia also were seen. The mother and an 
older brother of the proposita, who had died 
unexpectedly at age 3.5 months, had had the 
Pierre Robin anomaly. Arthritis was present in the 
mother and grandmother. Of the families reported 
with the Stickler syndrome, all have had a 
dominant pattern of inheritance. Male to male 
transmission has occurred, and autosomal domi- 
nant inheritance could be assumed. In the present 
family, a new mutation probably occurred in the 
grandmother. (8 refs.) 


Division of Medical Genetics 
Children’s Orthopedic Hospital 
4800 Sand Point Way, N.E. 
Seattle, Washington 98105 


2163 PESCIA, G.; FERRIER, P. E.; WYSS- 
HUTIN, D; & KLEIN, D. 45,X Turner’s 
syndrome in monozygotic twin sisters. 
Journal of Medical Genetics, 
12(4):390-396, 1975. 


Two apparently monozygotic twin sisters had 
non-mosaic 45,X Turner’s syndrome. The second- 
born twin, a 7-year-old girl, was hospitalized for 
hypochromic anemia due to recurrent melena. 
Appropriate investigations failed to reveal the 
origin of the hemorrhage. Dermatoglyphics and 
other anatomic features strongly suggested mono- 
zygosity. The only discordance noted upon 
comparison of morpho-anthropometric data was 
laterality, a difference that is not exceptional in 
monozygotic twins. The probability of mono- 
zygosity as established by various criteria was 
0.9905. The 45,X chromosome complement itself 
does not appear to be a factor predisposing to 
twinning. Rather, it seems likely that a factor is at 
play in some families which sometimes causes 
twinning, sometimes the 45,X aneuploidy, and 


sometimes both. Twinning had occurred pre- 
viously on 2 occasions on the maternal side. (35 
refs.) 


Clinique Universitaire de 
Pediatrie 

30 bd. de la Cluse 

1211-Geneva 4, Switzerland 


2164 PRIEST, J). H.; BLACKSTON, R. D.; AU, 
K.-S.; & RAY, S. L. Differences in human 
X isochromosomes. /ournal of Medical 
Genetics, 12(4):378-389, 1975. 


X chromosome defects including 2 different types 
of i(Xq) were found in 3 patients. The non-mosaic 
46,X,i(Xq) patient (case 1) had Barr bodies which 
were larger than normal in a normal percentage of 
cells from buccal smear, skin, and gonad cultures, 
Cases 2 and 3, the mosaic patients, showed larger 
than normal Barr bodies in normal to decreased 
percentages of cells. The i(Xq) centromere index 
(Cl) of cases 1 and 3 was essentially the same and 
was defined as an i(Xq)! type of isochromosome. 
That of case 2 differed significantly and was 
defined as i(Xq)?. Type 1 was relatively 
metacentric, and type 2, relatively submetacentric. 
Both types were similar in length to chromosome 
No. 3 and were longer than a normal X within the 
same cell. Trypsin-Giemsa staining showed i(Xq)” 
to include an extra C-band and G-band in region 
qi. Both arms of i(Xq)’ showed C-banding like 
the long arm of a normal X and G-banding 
interpreted as i(X) (qter>cen>qter). The mother 
and grandmother of case 3 did not have i(Xq) but 
had other X chromosome defects consisting of 
mosaicism for 45,X/46,XX,r(X). (23 refs.) 


Division of Medical Genetics 
Department of Pediatrics 

Emory University School of Medicine 
Atlanta, Georgia 30322 


2165 SUPER, M. Elderly fathers and _ the 
frequency of recessive conditions. Lancet, 
2(7947):1257-1258, 1975. (Letter) 


An increasing number of dominant conditions, as 
well as some X-linked recessive conditions, are 
being connected with advancing paternal age. This 
has been attributed to a failure to copy gene 
material accurately with age, concomitant with the 
frequent cell divisions of spermatogenesis, An 
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accumulation of mutations from elderly fathers 
may be instrumental in keeping the incidence of 
cystic fibrosis constant at 1 in 2,000. The initial 
phase of testing such an hypothesis would involve 
determination of the frequency of these recessive 
conditions in relation to the ages of the 
grandfathers of homozygotes at the time of birth 
of their heterozygote offspring. (1 ref.) 


P.O. Box 2619 
415 Carl List Haus 
Windhoek, South West Africa 


2166 MONEY, JOHN; FRANZKE, ALICE; & 
BORGAONKAR, DIGAMBER S. XYY 
syndrome, stigmatization, social class, and 
aggression: study of 15 cases. Southern 
Medical Journal, 68(12):1536-1542, 1975. 


Possible correlations between behavior of 15 
stigmatized males with the XYY genotype and 
their socioeconomic class were investigated. Three 
methods were used in the study: systematic 
abstraction and tabulation of data from Clinical 
case histories; interviews with parents or long-time 
residents of the subjects’ neighborhoods for the 
purpose of sociologic typing; and _ personal 
observation of the patients’ neighborhoods to 
supplement U.S. census material for residential 
typing. Stigmatizing features present in all cases 
included excessive height for age, excessive 
impulsiveness in behavior, and excessive temper 
tantrums in childhood. Stigmatization did not 
correlate with socioeconomic class, as determined 
by ratings according to a modified Shevsky and 
Bell scale. However, the lower the class, the greater 
the chance that the XYY individual would spend 
time in the society’s penal and medical systems. 
Antisocial or law-breaking behavior was present in 
13 cases. Nonetheless, aggressive behavior is not an 
inevitable class-specific concomitant of the XYY 
syndrome. Child-rearing practices that may be 
related to education and class may determine 
whether the temper tantrums of infancy multiply 
and expand or whether they subsequently become 
atrophied and self-regulated. (2 refs.) 


Office of Psychohormonal Research 
Johns Hopkins Hospital 
Baltimore, Maryland 21205 
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2167 GERICKE, G. S.; STEYN, M. F.; RETIEF, 
A. E.; THOM, J. C.; & VAN NIEKERK, W. 
A. Clinical and cytogenetic aspects of the 
21 deletion syndrome. South African 


Medical Journal, 49(24):959-964, 1975. 


An infant with 21 deletion syndrome studied with 
fluorescent staining and giemsa banding techniques 
is compared with 24 cases of deletion of 
chromosome 21 in the literature. At age 10 
months, the male infant, who showed numerous 
congenital defects at birth, expired in an 
institution for MR. Post mortem examination 
revealed bilateral cryptorchidism, a hemorrhagic 
enteropathy in the terminal ileum and cecum, a 
hypoplastic right kidney, hyperemia and edema of 
the lungs, and fatty changes in the liver. A 
structurally variable chromosome replacing a G 
group chromosome was observed in the blood. 
Fluorescent preparations revealed a normal Y 
chromosome with its brilliantly fluorescing distal 
region in the G group, a normal chromosome 21 
with a bright band, and 2 normal chromosomes 22 
with dull fluorescence, all in long arms. In spite of 
its size and shape, the abnormal chromosome 
possessed a fluorescing region of equal intensity to 
that of the 21q21 band, i.e., the bright band on 
chromosome 21. No further abnormalities identi- 
fied in the karyotype mosaicism could be 
identified in the fibroblasts. Two lines were 
present, one similar to the blood analysis and the 
other with 45 chromosomes without the ring 
chromosomes (45,XY,-21/46,XY,r(21). The 
absence of chromosome 21 was confirmed by 
fluorescence and giesma band preparations. The 
infant’s parents were found to have normal 
chromosome complements. (25 refs.) 


University of Stellenbosch and 
Tygerberg Hospital 

Parowvallei, Cape Town 

South Africa 


2168 TURNER, GILLIAN; EASTMAN, C-,; 
CASEY, J.; MCLEAY, A.; PROCOPIS, P.; 
& TURNER, B. X-linked mental retarda- 
tion associated with macro-orchidism. 
Journal of Medical Genetics, 
12(4):367-371, 1975. 


Two families were seen in which the MR males 
appeared to have an X-linked form of MR 
associated with enlargement of the testes. Two of 
3 male sibs in the first family had _ bilateral 
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testicular enlargement and MR. Three of their 
mother’s 4 stepbrothers were MRs. In the second 
family, 2 of 3 male sibs also were affected, and 
their mother’s only brother was MR. The testicular 
volumes of 35 to 45ml found in the affected males 
were approximately twice the normal size. 
Endrocrinological investigations did not reveal 
conclusive evidence of any disturbance. The 
possible causal relation between the bilateral 
testicular enlargement and MR remained purely 
speculative. (17 refs.) 


Children’s Department 

Prince Henry and Prince of 
Wales Hospital 

Randwick, New South Wales 

Australia 


2169 SMITH, G. F.; & BERG, J. M. Mental 
development. In: Smith, G. F.; & Berg, J. 
M. Down’s Anomaly, Second edition. 
Edinburgh, Scotland: Churchill Living- 
stone, 1976, Chapter 4, p. 61-75. 


Of all the disabilities in Down’s syndrome, the 
most crucial, from the standpoint of the affected 
individual’s capacity to cope with the environ- 
ment, are those connected with mental develop- 
ment. Lack of development of the brain stem and 
cerebellum has been commented upon by many 
authors. Various EEG abnormalities have been 
reported, but no patterns specific for Down’s 
syndrome have been identified. Clinical findings 
related to central nervous system involvement 
which are regularly present in Down’s syndrome 
are MR, muscular hypotonia, incoordination, and 
reduced sensory responses. The age range over 
which developmental events occur in Down’s 
syndrome patients usually is greater than that for a 
normal infant or child. The presence of a severe, or 
moderately severe, cardiac anomaly may delay 
development even in infants and children without 
central nervous system pathology. There is also 
evidence that environmental factors, such as good 
care at home and training, can improve the rate of 
development in Down’s syndrome. Opinions vary 
concerning the range of intelligence in this 
disorder. Personality and _ behavioral traits 
generally are regarded to be stereotyped. 


Otago Medical School 
Dunedin, New Zealand 


2170 SMITH, G. F.; & BERG, J. M. Dermato- 
glyphs. In: Smith, G. F.; & Berg, J. M. 
Down’s Anomaly, Second edition. Edin- 
burgh, Scotland: Churchill Livingstone, 
1976, Chapter 5, p. 76-99. 


Dermatoglyphic patterns in Down’s syndrome are 
highly characteristic. The dermal ridges are poorly 
formed, a phenomenon that is_ particularly 
noticeable at birth. Instead of ridges there appear 
to be irregular projections of the skin; these are 
seen often in the hypothenar region but occur also 
in other areas of the palms and on the soles. As the 
child gets older, ridges become visible in the 
irregular patches. The irregularities are largely 
concerned with the imperfectly formed pores of 
the sweat glands. On the basis of a variety of 
characters, including dermatoglyphics, a quantita- 
tive measure of discrimination between Down’s 
syndrome and normal persons was devised and 
applied to the detection of a tendency towards 
Down’s syndrome in close relatives of patients. 
Another system, using 8 different dermal traits 
and based upon the sum of scores, weighted 
directly by the magnitude of -the difference 
between patient and control, was proposed 
subsequently. More precise indices have followed. 
Analysis of dermatoglyphic patterns in Down’s 
syndrome mosaics indicated that for almost all 
traits the mosaic was intermediate between the 
normal and the fully affected individual. 


Otago Medical School 
Dunedin, New Zealand 


2171 SMITH, G. F.; & BERG, J. M. Haemato- 
logy In: Smith, G. F.; & Berg, J. M. 
Down’s Anomaly. Second edition. Edin- 
burgh, Scotland: Churchill Livingstone, 
1976, Chapter 6, p. 100-118. 


Considerable data of varying significance are 
available on hematological aspects of Down’s 
syndrome. While early reports on red blood cell 
count, hemoglobin, cell volume, and fragility test 
show normal variation in Down’s syndrome, later 
studies do not indicate that this is necessarily true. 
The reticulocyte count is significantly higher in 
Down’s syndrome adults as compared with MR 
controls. The total leukocyte count is within the 
normal range. Prolonged and occasionally marked 
neonatal jaundice, associated with an elevated 
hemoglobin and a high hematocrit reading, has 
been observed in newly born Down’s syndrome 
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infants, but the significance of these observations 
is not clear. Although the distribution of the ABO 
antigens in Down’s syndrome is similar to that in 
the population at large, slight differences in 
frequency exist which may be important. A 
concurrence of Down’s syndrome and acute 
leukemia of childhood has been observed, and 
there is an increased incidence of congenital 
leukemia in the disorder. At the present time, 
there is no good evidence that any form of cancer 
other than leukemia is associated with Down’s 
syndrome. 


Otago Medical School 
Dunedin, New Zealand 


2172 SMITH, G. F.; & BERG, J. M. Biochemis- 
try. In: Smith, G. F.; & Berg, J}. M. Down’s 
Anomaly, Second edition. Edinburgh 
Scotland: Churchill Livingstone, 1976, 
Chapter 7, p. 119-140. 


There are numerous reports of biochemical 
deviations in Down’s syndrome, but none of these 
deviant biochemical changes provides an explana- 
tion of the basic pathology in the syndrome or 
offers an adequate basis for a rational therapeutic 
program. Even when general agreement exists 
concerning an abnormal biochemical finding in 
Down’s syndrome, there is usually controversy 
about its cause and significance. Reported findings 
have concerned low serum calcium and possibly 
slightly increased inorganic phosphate levels, 
elevated serum magnesium levels and mean red cell 
magnesium content, decreased total serum pro- 
teins but increased gamma globulin vs. decreased 
albumin, abnormal carbohydrate metabolism and 
lipid content, abnormalities of tryptophan 
metabolism, increased amounts of urinary 
Baminoisobutyric acid, abnormalities in thyroid 
gland function and structure, adrenal deficiency, 
low dopamine-B-hydroxylase in plasma of Down’s 
syndrome children, increased enzyme content, a 
possible vitamin A_ deficiency, and reduced 
cerebral oxygen consumption. 


Otago Medical School 
Dunedin, New Zealand 


2173 SMITH, G. F.; & BERG, J. M. Immunol- 
ogy. In: Smith, G. F.; & Berg, J. M. 
Down’s Anomaly, Second edition. Edin- 
burgh, Scotland: Churchill Livingstone, 
1976, Chapter 8, p. 141-148. 


, 
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While abnormalities involving both the cellular and 
humoral immune system have been reported in 
Down’s syndrome, no defect as yet located 
adequately explains why so many of these 
individuals are susceptible to certain infections. A 
consensus appears to exist Concerning an increased 
level of gamma globulin in_ institutionalized 
Down’s syndrome patients, whereas no such 
elevation is found in Down’s syndrome individuals 
living at home. The results of autoantibody studies 
have not indicated evidence of autoimmune 
disease to account for the development of diabetes 
mellitus in certain individuals with the syndrome. 
Normal lymphocytes, when cultured with PHA, 
show increased deoxyribonucleic acid polymerase 
activity in 14 hours. An increased incidence of 
patients who have a positive test for thyroid 
autoantibodies has been found, and vitiligo has 
been observed on occasion in young teenaged and 
adult Down’s syndrome individuals. Asthma, hay 
fever, and eczema have been found to be less 
common in Down’s syndrome children than in 
their sibs or in other MR individuals and their sibs. 


Otago Medical School 
Dunedin, New Zealand 


2174 SMITH, G. F.; & BERG, J. M. Clinical 
diagnosis. In: Smith, G. F.; & Berg, J. M. 
Down’s Anomaly. Second edition. Edin- 
burgh, Scotland: Churchill Livingstone, 
1976, Chapter 9, p. 149-168. 


The importance of clinical recognition and 
delineation of Down’s syndrome has by no means 
been abrogated as a result of the relative ease with 
which the syndrome now can be diagnosed by 
chromosome examination, and clinical appraisal 
continues to be a major requirement. Early 
diagnosis of Down’s syndrome, or its exclusion, is 
critical because of the implication that it holds for 
the infant and the anxiety that it creates for the 
parents. The diagnosis usually can be made fairly 
easily at birth by experienced observers. If a single 
character is used as a diagnostic criterion, the 
significance of the observation depends upon the 
relative frequency of the character’s occurrence in 
patients and controls. Nonmetrical characters are 
scored by their presence or absence in a given 
subject. Combination of characters for purposes of 
diagnosing Down’s syndrome has been applied 
quite frequently to dermatoglyphic traits. If the 
mean values of the scores for Down’s syndrome 
and controls are known for the given set of 
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characters used in the composite group, then the 
amount of deviation in the direction of the 
syndrome can be ascertained and expressed as a 
proportion or percentage. 


Otago Medical School 
Dunedin, New Zealand 


2175 SMITH, G. F.; & BERG, J. M. Cytology. 
In: Smith, G. F.; & Berg, J. M. Down’s 
Anomaly, Second edition. Edinburgh, 
Scotland: Churchill Livingstone, 1976, 
‘Chapter 10, p. 169-233. 


Chromosomal studies on Down’s syndrome series 
have been extensive since the original work of 
Lejeune et al. (1959). All show that the syndrome 
is always associated with extra chromosomal 
material which can be identified as chromosome 
No. 21 or part of this chromosome. Quinacrine 
mustard and quinacrine hydrochloride have proved 
to be particularly valuable in the study of human 
chromosomal abnormalities. These compounds 
bind deoxyribonucleic acid and form fluorescent 
regions in the chromosomes resulting in specific 
fluorescent patterns for each individual chromo- 
some. Characteristic banding patterns of stained 
metaphase chromosomes are obtained by using a 
denaturation technique followed by Giemsa 
staining. By this procedure, chromosomes 21 and 
22 can be identified by the difference in the areas 
of banding on the 2 chromosomes. Standard 
trisomy 21, as opposed to translocations and 
mosaicism, is found in approximately 95 percent 
of Down’s syndrome cases. However, there is a 
group in which one of the small acrocentric 
chromosomes has, by translocation, been fused 
with either a large, or another small, acrocentric. 
This translocation is the most common type of 
centric fusion found in Down’s syndrome. 


Otago Medical School 
Dunedin, New Zealand 


2176 SMITH, G. F.; & BERG, J. M. Vital 
statistics. In: Smith, G. F.; & Berg, J. M. 
Down’s Anomaly, Second edition, Edin- 
burgh, Scotland: Churchill Livingstone, 
1976, Chapter 11, p. 234-250. 


Statistical information on Down’s syndrome 
incidence and survival rates is important to 
administrators who have to plan training and care, 


among others. In populations of European origin, 
the incidence is approximately 1 in 700. The 
incidence in Black populations has been reported 
variously as 1 or 2 per 10,000 births, on the one 
hand, and closer to the figures of European 
populations, on the other. At about the maternal 
age of 20 years the incidence is 1 in 2,300; at 45 
years and over the incidence increases markedly to 
about 1 in 54. The life expectancy of Down’s 
syndrome individuals was estimated in 1929 to be 
9 years; by 1947 it had increased to 12 years. In 
1963 the mean age of all living affected persons in 
Victoria, Australia, was estimated to be 18.3 years. 
Infections of the respiratory tract have been the 
most common causes of death. There has been a 
continuing decrease in mortality, particularly 
below the age of 3 years, as a result of ever greater 
improvements in medical care and improved living 
conditions. 


Otago Medical School 
Dunedin, New Zealand 


2177 SMITH, G. F.; & BERG, J. M. Aetiology. 
In: Smith, G. F.; & Berg, J. M. Down’s 
Anomaly, Second edition, Edinburgh, 
Scotland: Churchill Livingstone, 1976, 
Chapter 12, p. 251-264. 


Despite the great difficulty of understanding the 
etiology of Down’s syndrome, there currently are 
some known conditions that will lead to the birth 
of a Down’s syndrome infant. Outstanding among 
these conditions is the inevitable trisomy that 
occurs in half the children when a mother herself 
is trisomic. Balanced translocation carrier and 
mosaic parents also belong in this group. A 
multiplicity of cytological types, many of them 
representing specific causal mechanisms, is in- 
volved. The association of maternal aging with 
nondisjunction, however, defies adequate explana- 
tion. The maternal aging factor is etiologically 
significant in nearly all of the trisomic conditions 
and certain of the sex chromosome abnormalities. 
The distinction between the pathology and the 
etiology of Down’s syndrome is not always 
Clarified. Whereas the existence of an extra 
acrocentric chromosome, or its equivalent, in the 
somatic cells is an essential pathologic feature, the 
primary etiologic factors are those that cause the 
aberrant chromosome to be present. A careful 
appraisal of environmental and genetic factors, 
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such as parental age and familial interrelationship, 
can provide guidelines for the differentiation of 
specific causes of Down’s syndrome. 


Otago Medical School 
Dunedin, New Zealand 


2178 SMITH, G. F.; & BERG, J. M. Social and 
educational considerations. In: Smith, G. 
F.; & Berg, J}. M. Down’s Anomaly, Second 
edition. Edinburgh, Scotland: Churchill 
Livingstone, 1976, Chapter 14, p. 275-278. 


Increasing acceptance of the fact that Down’s 
syndrome individuals vary greatly in both mental 
and physical clinical traits, and that each has a 
distinct personality, has led, together with an 
improved life expectancy, to greater attention to 
their social and educational needs. As a result, 
social competence and the acquisition of useful 
skills are being encouraged and developed in 
appropriately stimulating environments with facili- 
ties designed specifically for these purposes. Such 
opportunities, frequently based in the community, 
are becoming ever more available in many 
countries. In the final analysis, however, while 
much can be achieved along these lines, the 
ultimate objective of an essentially healthy and 
independent life (in other words, a cure) remains 
unattainable, at least for the present. It seems 
more likely that the goal of prevention, rather 
than of cure, will come within reach. Continued 
studies of the biological and clinical enigmas of the 
syndrome are steps in that direction. 


Otago Medical School 
Dunedin, New Zealand 


2179 SMITH, G. F.; & BERG, J. M. Prevention 
and treatment. In: Smith, G. F.; & Berg, J. 
M. Down’s Anomaly, Second edition. 
Edinburgh, Scotland: Churchill Living- 
stone, 1976, Chapter 13, p. 265-274. 


At present, the preventive aspects of Down’s 
syndrome are limited in scope to well-defined 
high-risk situations; most therapies used in treating 
the disorder either have not lived up to their initial 
claims when put to the test of scientific 
investigation or cannot yet be evaluated objecti- 
vely. Prevention currently applies to potential 
parents who have a chromosome translocation or 
are themselves mosaic and to older women or 
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females with the syndrome who become pregnant. 
Antenatal diagnosis is being recommended for 
women 35-40 years of age and older in order to 
prevent the syndrome and other chromosomal 
abnormalities. Mental improvement is a standard 
used frequently for measuring a Down’s syndrome 
individual’s response. However, Down’s syndrome 
individuals are highly responsive to their environ- 
ments, and small changes in test scores could 
possibly be accounted for by added stimulation or 
new developmental changes associated with 
maturation. No form of medical treatment has yet 
proved to have significant merit. Broadly speaking, 
treatment is considered to comprise the applica- 
tion of medical, social, and educational measures 
to improve the welfare of the patient. 


Otago Medical School 
Dunedin, New Zealand 


2180 FIOL, MIGUEL E.; DALY, RICHARD F.; 
& OSBORNE, RICHARD H., Dystrophia 
myotonica in a 47,XXY male. Neurology, 
25(5):472-476, 1975. 


A white, 47,XXY single male developed all of the 
common manifestations of dystrophia myotonica. 
His myotonia first became evident at age 15, At 
age 30 he suffered only moderate physical 
disability. Mi'd MR was apparent at least since 
early childhood, but no indication of increasing 
deterioration was noted. The patient’s height 
(172.8cm) was less than that of the shortest of a 
group of Klinefelter patients who were also 
measured, Although the patient was of normal 
stature, his short trunk and long lower extremities 
gave him a leg length/trunk ratio greater than that 
of the studied Klinefelter or normal males. This 
disproportion was eunuchoid in the extreme. No 
appreciable effect of the patient’s chromosome 
abnormality was evident on the age of onset, 
clinical course, or neurologic manifestations of his 
dystrophia myotonica, and no additive effect of 
the 2 disorders, causing SMR, was apparent. His 
extremely eunuchoid habitus may have repre- 
sented a subtle effect of the gene for dystrophia 
myotonica superimposed on the 47,XXY condi- 
tion. (21 refs.) © 
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2181 SMITH, G. F.; & BERG, J. M. Bones and 
muscles. In: Smith, G. F.; & Berg, J. M. 
Down’s Anomaly, Second edition. Edin- 
burgh, Scotland: Churchill Livingstone, 
1976, Chapter 3, p. 42-60. © 


Widespread involvement of bones and muscles 
resulting in significant alterations in morphology 
and in function is characteristic in Down’s 
syndrome, Although it is agreed that a generalized 
disturbance of growth exists in the disorder, there 
is a divergence of opinion as to whether or not 
osseous development is delayed. The outstanding 
Clinical feature of the head is brachycephaly. 
General thinness of the skull bones, seen in X-ray 
photographs, has been confirmed by pathological 
examinations. The absence of one pair of ribs has 
been observed, usually more frequently in females 
than in males. Diagnostic changes in the pelvic 
bones of Down’s syndrome infants have been 
noted, and numerous unusual features of the 
hands have been reported in the disorder. 
Considerable differences in stature exist between 
individuals with Down’s syndrome matched for 
chronological age and sex. The overall effect is for 
affected individuals to be shorter than the norm. 
Generalized hypotonia is characteristic of almost 
all infants and young children with Down’s 
syndrome; with age it becomes less pronounced. 


Otago Medical School 
Dunedin, New Zealand 


2182 SMITH, G. F.; & BERG, J. M. Physical 
signs. In: Smith, G. F.; & Berg, J. M. 
Down’s Anomaly, Second edition. Edin- 
burgh, Scotland, Churchill Livingstone, 
1976, Chapter 2, p. 14-41. 


The characteristic Down’s syndrome physical signs 
which concern the surface of the body and soft 
tissues include anomalies of the face and neck, 
cardiac anomalies, respiratory tract (including 
pulmonary) infections, abnormalities of the 
intestine and possible resulting prominence of the 
abdomen, skin abnormalities, possible endocrine 
abnormalities, and secondary sex characteristics. 
Facial anomalies are very noticeable; as in many 
other syndromes, a high proportion of cases can be 
recognized immediately by them. Although 
observations are often based upon subjective 
impressions, an increasing number of metric 
techniques is being applied. Morphologically, the 
lips are not considered unusual; changes are 
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thought to be secondary and probably are related 
to the mouth’s being held open and to the habitual 
protrusion of the tongue. The Down’s syndrome 
palate is narrower and shorter than normal. The 
tongue is normal at birth but develops hyper- 
trophy of the vallate papillae subsequently. Teeth 
and gum anomalies are various. The voice is 
generally guttural and low-pitched. Flatness of the 
nasal bridge is typical. Palpebral fissures often are 
oblique and narrow laterally; epicanthic folds are a 
frequent phenomenon. 


Otago Medical School 
Dunedin, New Zealand 


2183 SMITH, G. F.; & BERG, J. M. Historical. 
In: Smith, G. F.; & Berg, J. M. Down’s 
Anomaly, Second edition. Edinburgh, 
Scotland: Churchill Livingstone, 1976, 
Chapter 1, p. 1-13. 


Down’s syndrome, a clinically distinct and, at least 
in modern times, relatively frequent condition, 
was recognized as a definite entity only little more 
than a century ago, in 1866. After that date there 
seem to have been no publications on the disorder 
until the combined papers of Fraser and Mitchell 
appeared in 1876. Many clinical reports followed, 
and soon papers on Down’s syndrome appeared 
frequently in medical journals all over the world. 
During the last 40 years, investigations into the 
etiology of Down’s syndrome have been concerned 
increasingly with the genetic aspects of the 
subject. Chromosomal studies were begun, and 
analyses of the karyotype in various pathological 
conditions were undertaken, Comparative investi- 
gations have indicated few parallels to trisomy of a 
small acrocentric chromosome in lower animals. 


Otago Medical School 
Dunedin, New Zealand 


2184 SMITH, G. F.; & BERG, J. M. Down’s 
Anomaly. Second edition. Edinburgh, 
Scotland: Churchill Livingstone, 1976, 348 
p. (Price unknown.) 


Advances and changing circumstances concerning 
Down’s syndrome are reflected in the second 
edition of a reference manual on this disorder. 
Contributions to more effective preventive, thera- 
peutic, and rehabilitative procedures as well as toa 
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more general awareness of the syndrome and its 
implications are considered. (1,500 refs.) 
CONTENTS: Historical; Physical Signs; Bones and 
Muscles; Mental Development; Dermatoglyphs; 
Haematology; Biochemistry; Immunology; Clinical 
Diagnosis; Cytology; Vital Statistics; Aetiology; 
Prevention and Treatment; Social and Educational 
Considerations. 


2185 MIKELSAAR, A.-V. N.; KAOSAAR, M. 
E.; TUUR, S. J.; VIIKMAA, M. H.; 
TALVIK, T. A.; & LAATS, J. Human 
karyotype polymorphism, II1. Routine and 
fluorescence microscopic investigation of 
chromosomes in normal adults and men- 
tally retarded children. Humangenetik, 
26: 1-23, 1975. 


A parallel routine and fluorescence microscopic 
investigation of chromosomes in 208 normal 
adults and 141 MR children (80 with a diagnosis 
of MR of unknown etiology and 61 with Down’s 
syndrome) was conducted. Chronological ages of 
the children ranged from 1 month to 16 years. The 
frequency of real chromosome aberrations in 
patients with MR of unknown etiology was 
significantly higher than in normal adults 
(p<0.01). Children with Down’s syndrome dif- 
fered significantly both from adults and from 
other oligophrenics because of the frequent 
coexistence of more than 1 RM chromosome 
variant in the same individual. The extent of 
brilliant fluorescence of bands 3p11q11,s4p11q11, 
13p11q11, and 22p11 varied greatly. However, it 
was possible to determine the presence or absence 
of brilliant band in the homologs of these chromo- 
somes. The data indicated the existence of 
considerable polymorphism of heterochromatic 
regions of chromosomes that is dependent upon 
sex and could be correlated with the origin of 
some pathologic conditions. (32 refs.) 


Genetic Unit of Central Medical 
Laboratory of Tartu State University 

Burdenko str. 34 

Tartu 202400 

Estonia, U.S.S.R. 


2186 FURBETTA, M.; ROSI, G.; COSSU, P.; & 
CAO, A. A case of trisomy of the short 
arms of chromosome No, 4 with transloca- 
tion t(4p21p;4q21q) in the mother. 
Humangenetik , 26:87-91, 1975. 
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A case of partial trisomy 4p in a 4,5-year-old girl 
was identified by Giemsa banding studies. The 
proposita had many features in common with 
previously reported cases, including MR, micro- 
cephaly, stubby nose, depressed and broad nasal 
bridge, prominent glabella, hypertelorism, low-set 
ears with broadening of the concha and of the 
helix, large tongue, short neck, widely spaced 
nipples, and an excess of whorls on the fingertips. 
The trisomy for the short arm of chromosome No. 
4 was considered “pure.” The most probable 
explanation for the cytogenetic findings in this 
patient was a nondisjunction in meiosis Il of 
oogenesis of the rearranged chromosome (der 21) 
with loss of the short arms and satellites. The 
patient could have an undetected mosaicism with a 
balanced [46,XX,rcq(4p21p;4q21q)|_ and an 
unbalanced [47,XX.+der(21),der(4),der(21),- 
t(4p21p;4q21q)| cell line, the unbalanced cell 
line being derived from postzygotic nondisjunction 
in a balanced zygote. (13 refs.) 


Clinica Pediatrica 
dell’Universita di Cagliari 

Via Porcell, 1, |-09100 Cagliari 

Italy 


2187 NIELSEN, JOHANNES; HOLM, VAGN; & 
HAAHR, JORGEN. Prevalence’ of 
Edwards’ syndrome, Clustering and sea- 
sonal variation? Humangenetik, 
26:113-116, 1975. 


Approximately 34,000 newborn children referred 
from pediatrics departments in 2 Danish counties 
during a 1.5-year period underwent chromosomal 
examination, Seven cases of trisomy 18 (Edwards’ 
syndrome), or 1 per 4,857 children, were found. 
Six of the 7 cases were born during the months 
February to April. The finding of considerable 
variation in the frequency of trisomy 18 in studies 
from different parts of the world, the seasonal 
variation in the birth of children with this 
syndrome, and clustering indicate that there are 
some environmental factors among the etiologic 
factors of nondisjunction of chromosome 18, as 
was previously found for nondisjunction of sex 
chromosomes. (8 refs.) 


Cytogenetic Laboratory 
Arhus State Hospital 
Risskov, Denmark 
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2188 NIERMANN, HANS; LENAU, HEIDE- 
MARIE; AYI-BONTE, GEOFFREY; & 
SCHULZ, HANS. Excretion of urinary 
testosterone in Klinefelter’s syndrome. 
Humangenetik, 26:61-70, 1975. 


Urinary testosterone excretion was determined by 
gas chromatographic methods in 55 patients with 
Klinefelter’s syndrome. Thirty healthy men served 
as controls. Mean testosterone excretion of the 
controls was 44.1ug/24 hours, 3 times more than 
that of the patients (15.7ug/24 hours). An age 
dependency of excretion levels was not evident in 
chromatin-positive men when compared to healthy 
Ss. Testosterone levels rose with increasing 
normalization of body proportions, from 5.4yg in 
the group of extreme eunuchoids to 21.5yg in 
leptomorphs and 29.7ug in patients with hyper- 
plastic development. Thirty-one patients had a 
more or less profound gynecomastia; mean 
testosterone excretion was found to decrease as 
gynecomastia increased. A correlation between 
beard and body hair, which was decreased in 
almost all patients, and testosterone excretion was 


not found. Osteoporotic symptoms seem most 


frequent in patients with low testosterone levels. 
Patients who had neither night pollutions nor 
ejaculations had significantly lower levels than 
other sexual behavior groups, and excretion was 
significantly lower in unskilled patients than in 
patients with an occupational education. (29 refs.) 


Universitats-Hautklinik 

Abteilung fur Andrologie 

D-4400 Munster. v. 
Esmarch-Strasse 56 

Federal Republic of Germany 


2189 COTE, G. B.; EDWARDS, J. H.; CHOWN, 
B.; GIBLETT, ELOISE R.; LEWIS, 
MARION; MOORE, B.P.L.; STEINBERG, 
A. G.; & UCHIDA, IRENE A, Centromeric 
linkage in trisomy 21. Annals of Human 
Genetics, 39(1):61-66, 1975-76. — 


Data from 337 non-Negro families ascertained 
through at least one child with Down’s syndrome 
and tested for blood groups, Gc, Hp, and gamma 
globulins, were utilized to detect the possible 
presence of the following loci anywhere on 
chromosome 21: the ABO, Rh, MN, P, Kell, 
Duffy(:Fy), Kidd (:Jk), and Lutheran (:Lu) blood 
groups, secretor status (:Se), group specific 
component (:Gc), haptoglobin (:Hp), and the 
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gamma globulin markers Gm and Inv. Loci were 
divided into codominant and dominant-recessive 
types with 2 alleles each. Analysis was conducted 
on familial phenotypic data, with consideration 
given only to families with heterozygous or 
dominant mothers. The results showed that for 
each locus, support was given to the probability 
that propositi with Down’s syndrome carry alleles 
from both maternal grandparents. The systems, or 
loci, can be grouped into 3 categories: (1) those 
not anywhere on chromosome 21 (ABO, Rh, MN, 
P, Fy, and Jk); (2) those probably not on 
chromosome 21 (Lu, Gc, and Hp); and (3) those 
where the data cannot provide support for or 
against linkage (Se, Kell, Inv, and Gm). The 
negative results from previous trisomy analyses 
were confirmed by this method, which could also 
be used to study the meiotic mechanisms involved 
with trisomy, if enough patients with Down’s 
syndrome were categorized by loci precisely 
assiged to chromosome 21. (19 refs.) 


Infant Development Unit 
Queen Elizabeth Medical Center 
Birmingham B15 2TG, England 


2190 NORA, JAMES J,.; LORTSCHER, 
RANDALL H.; & SPANGLER, RICHARD 
D. Echocardiographic studies of left 
ventricular disease in  Ullrich-Noonan 
syndrome. American Journal of Diseases of 
Children, 129(12):1417-1420, 1975. 


The Ullrich-Noonan syndrome, Turner phenotype, 
is becoming more widely recognized and may be 
one of the most common of Mendelian disorders. 
Recently a series of 81 patients were reviewed, and 
clincal features and cardiovascular abnormalities 
found in the syndrome noted. Second most 
frequent problem was left ventricular disease, 
which was found as a discrete lesion or in 
association with other cardiac abnormalities. This 
finding raises the estimated frequency of heart 
disease in the Ullrich-Noonan syndrome to about 
50 percent. Caution should be exercised in the 
echocardiographic diagnosis, since left ventricular 
disease in this syndrome may not be entirely 
typical of asymmetric septal hypertrophy. The 
potential for septal thickening produced by severe 
pulmonary stenois must also be taken into 
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account, since the most common Cardiac lesion in 
the Ullrich-Noonan syndrome is pulmonary 
stenois. (7 refs.) 


University of Colorado 
Medical Center 
Denver, Colorado 


2191 DU VIVIER, ANTHONY; & MUNRO, 
DOWLING D. Alopecia areata, autoim- 
munity, and Down’s syndrome. British 
Medical Journal, 1(5951):191-192, 1975. 


Sixty cases of alopecia areata found among 1,000 
mongols (6 percent), 23 in females and 37 in 
males, were investigated for antibodies to thyroid 
epithelium and colloid, deoxyribonucleic acid, and 
gastric parietal cells. The condition had progressed 
to alopecia totalis or universalis in 25 of these 
cases. Trichotillomania or other hair-loss condi- 
tions did not present any problem in_ the 
differential diagnosis in these patients. Only 1 of 
1,000 subnormal control subjects (0.1 percent) 
had alopecia areata, and no fluorescent antibodies 
were detected in her serum. Of the 60 mongols 
with alopecia areata, 14 (23 percent) were positive 
for fluorescent antibodies. Ten of these were 
female patients, of whom 8 were positive for 
thyroid antibodies, 1 was positive for antinuclear 
factor, and 1 was positive for gastric parietal cell 
antibodies. The tests gave only weakly positive 
results in the 4 male patients. Eight of 23 female 
mongols (35 percent) with alopecia areata had 
antibodies against thyroid components as com- 
pared with 2 of 23 female mongols (9 percent) 
without alopecia areata. (24 refs.) 


Department of Dermatology 
St. Bartholomew’s Hospital 
London EC1A 7BE, England 


2192 ATKIN, N.B.; & PICKTHALL, V. J. Large 
Y chromosome found in polymorphs by a 
C-staining technique. British Medical jour- 
nal, 1(5951):207, 1975. (Letter) 


The possible usefulness of a C-banding staining 
technique for the detection of heterochromatin 
variants may be extended to the detection of large 
Y chromosomes by virtue of the situation of the 
large chromocentre in a projection rather than in 
one of the main lobes of the polymorphs. In 
individuals with an extended heterochromatic 





region of one of their No. 1 chromosomes, a large 
chromocentre was shown earlier to be present, 
usually situated in contact with the nuclear 
membrane of one of the larger lobes in over 50 
percent of polymorphs after staining with this 
technique. During recent screening of a series of 
blood smears for possible heterochromatin variants 
using the technique, one was encountered in which 
the large chromocentre was situated generally in a 
nuclear projection rather than in one of the main 
lobes of the polymorph. Chromosome studies on 
peripheral blood of the patient, a 69-year-old man 
being treated for cervical and lumbar spondylosis, 
9g that a large Y chromosome was present. (5 
refs. 


Department of Cancer Research 
Mount Vernon Hospital 
Northwood, Middlesex, England 


2193 OXFORD, JENNIFER M.; HARNDEN, D. 
G.; PARRINGTON, JENNIFER M.; & 
DELHANTY, JOY D. A. Specific chromo- 
some aberrations in ataxia telangiectasia. 
Journal of Medical Genetics, 
12(3):251-262, 1975. 


Cytogenetic observations of 7 patients with ataxia 
telangiectasia are presented. A high frequency of 
chromosome aberrations and rearrangements is a 
characteristic finding in cultured lymphocytes 
from cases of: ataxia telangiectasia. An excess of 
D-group chromosomes was attributable to all the 
cases, suggesting that there is some disposition for 
D-group chromosomes to be involved in rearrange- 
ments. Clones of cytogenetically abnormal cells 
were observed in the lymphocytes of 3 cases and 
in the cultured skin fibroblasts of 2 cases, again 
with a specificity for D-group involvement. 
G-banding shows that chromosome 14 is fre- 
quently involved in rearrangements in clone cells 
and that the band 14q12 may be a highly specific 
exchange point. This suggests that an alteration at 
a specific locus or loci in this region confers on the 
cells some sort of advantage, so that this particular 
clone of lymphocytes proliferates at an advantage 
over the other lymphocytes in the patient. Since 
there is no hematological disorder in those cases 
where clones have been found, there must be a 
decrease in the number of lymphocytes which do 
not have the clonal karyotype, and the lympho- 
cyte population as a whole must still respond to 





2194-2196 MEDICAL ASPECTS 





normal regulatory mechanisms. Cytogenetic 
studies of the parents and sibs of these cases are 
also reported. (33 refs.) 


Department of Cancer Studies 
University of Birmingham 
Birmingham, England 


2194 MASON, M. K.; SPENCER, D. A.; & 
RUTTER, ALLISON. A case of partial 
(9p) trisomy in a family with a balanced 
translocation 46,XX,t(1p-9q-). Journal of 
Medical Genetics, 12(3):310-314, 1975. 


A case of partial trisomy 9 in an adult female, 
born to a mother who was a balanced transloca- 
tion carrier 46,XX,t(1p+9q-), is described. Fea- 
tures included a characteristic facies with deep-set 
eyes, an unusual shaped nose, and failure of 
secondary sexual characteristics to develop. 
Chromosome analysis of peripheral lymphocyte 
cultures revealed a modal number of 47. An 
additional small metacentric chromosome was 
present, which was similar in appearance to the 
members of pair E16, but which could be readily 
identified in the majority of metaphase spreads by 
the possession of a prominent secondary construc- 
tion. The other 46 chromosomes were of normal 
female pattern. The father’s karyotype revealed a 
normal male pattern, but the mother and normal 
younger sister showed an abnormal karyotype. All 
the cells examined contained 46 chromosomes. 
One member of the C group was apparently 
missing and was replaced by a small metacentric 
chromosome bearing a secondary constriction 
which was also seen in the proposita. In addition, 
1 arm of chromosome 1 was found to be unusually 
long. These findings were interpreted as resulting 
from a balanced reciprocal translocation between a 
No. 1 chromosome and a member of the C group, 
thought to be a No. 9 because of the presence of 
the secondary constriction. (9 refs.) _ 


The Regional Cytogenetic Unit 
Pathology Department 

St. James’s Hospital 

Leeds, England 


2195 PENCHASZADEH, V. B.; & COCO, R. 
Partial 9 trisomy by 3:1 segregation of 
balanced maternal translocation (7q+;9q-). 
Journal of Medical Genetics, 
12(3):301-305, 1975. 
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A case is presented of a male infant with trisomy 
for the short arm and secondary constriction 
region of the long arm of chromosome No, 9 and 
for the telomeric end of the long arm of 
chromosome No. 7, who, in addition, had 
congenital myopia and genital hypoplasia. The 
anomaly resulted from a 3:1 segregation of a 
maternal reciprocal translocation involving the 
distal two thirds of the long arm of chromosome 
No. 9 and the telomeric end of the long arm of 
chromosome No. 7. The phenotype of the 
propositus had many similarities with the 
recognized 9p trisomy, such as antimongoloid 
slant of the eyes, ocular hypertelorism, large low 
set ears, broad and bulbous nose, hypoplastic 
phalanges, and delay in mental development. 
Although his dermatoglyphics were abnormal, he 
did not display the peculiar absence of fusion of 
digital triradii b and c that has been reported in 
other cases. His severe congenital myopia and 
hypoplastic genitalia are previously unreported 
findings. (6 refs.) 


Seccion de Genetica Medica and Centro 
Investigaciones Endocrinologicas 

Policlinco de Ninos 

Buenos Aires, Argentina 


2196 STERN, L. M.; MURCH, A, R. Pseudo- 
hermaphroditism with clinical features of 
trisomy 18 in an infant trisomic for parts 
of chromosomes 16 and 18: 47,XY,der- 
(18),t(16;18)(p12;q11)mat. Journal of 
Medical Genetics, 12(3):305-307, 1975. 


A case is presented of an infant who was diagnosed 
Clinically as trisomy 18 with pseudohermaphro- 
ditism. Karyotypes were performed on the infant, 
the parents, and the available maternal relatives. 
All the infant’s cells examined revealed a male 
karyotype with 47 chromosomes, the extra 
chromosome being a metacentric, smaller than a 
G-group chromosome. G-banding showed the 
metacentric chromosome to have a dark staining 
centromere with symmetrically light staining arms. 
The mother’s karyotype showed an_ identical 
metacentric chromosome replacing one of the 
number 18 chromosomes, One of the number 16 
chromosomes was replaced by a chromosome 
resembling a C-group chromosome, Centromere 
banding performed on the mother to further 
delineate the break points of the translocation 
chromosomes showed the break to be above the 
centromere of chromosome 16 and below the 











centromere of chromosome 18. The maternal 
relatives had a similar karyotype. It is suggested 
that the chromosome anomaly in this case caused 
pseudohermaphroditism. (6 refs.) | 


Adelaide Children’s Hospital 
Adelaide, South Australia 


2197 SPARANGANA, M.; & SMITH, G. F. 
Klinefelter’s syndrome associated with a 
D/D translocation. Journal of Medical 
Genetics, 12(3):299-301, 1975. 


A case of Klinefelter’s syndrome with familial D/D 
translocation is reported. The clinical, endocrine, 
and psychiatric features of the patient were typical 
of those found in Klinefelter’s syndrome. Chromo- 
some studies were carried out on the patient and 1 
sister, The karyotype of the patient was 
46,XXY,t(DqDq) in 87 percent of the cells; that 
of the sister, 45,XX,t(DqDq). Giemsa banding 
showed that the chromosomes involved were nos. 
13 and 14. Since the same translocation was found 
in 2 members of the same family, a familial type is 
indicated. The coincidence of chromosomal 
nondisjunction and centric fusion of the (13/14) 
type, as in the present case, raises the possibility of 
a common cause for the 2 aberrations. Since only 
3 reported cases of Klinefelter’s syndrome 
occurring in a t(DqDq) heterozygote were found, 
it is suggested that there is no relationship between 
the 2 chromosomal aberrations. (8 refs.) 


Department of Medicine 
Chicago Medical School 
Chicago, Illinois 


2198 BOUE, JOELLE; BOUE, ANDRE; DELU- 
CHAT, CHRISTIANE; PERRAUDIN, 
NICOLE; & YVERT, FRANCINE. Identi- 
fication of C trisomies in human abortuses. 
Journal of Medical Genetics, 
12(3):265-268, 1975. 


Fifteen cell lines with C trisomy which were 
initiated from embryonic tissues were stored 
frozen in liquid nitrogrn. After thawing, cells were 
cultivated first in Petri dishes in a CO, incubator, 
then trypsinized and grown in glass prescription 
bottles. Chromosome analysis was made on each 
cell line using 3 techniques: the conventional 
Giemsa staining technique; the Q-banding tech- 
nique using quinacrine mustard staining; and 
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Giemsa staining after trypsin treatment. Trisomies 
7, 8, 9, 10, and 12 were identified. Autosomal C 
trisomies led to early developmental arrest before 
any embryonic formation became evident in more 
than 50 percent of the specimens collected. It was 
found that developmental age was shorter in 
trisomies 7, 8, and 12, and longer in trisomies 9 
and 10. When developmental arrest of the placenta 
could be determined, it was found to occur before 
the developmental arrest of the embryo. (16 refs.) 


Centres d’Etudes de Biologie 
Prenatale 

INSERM Groupe, U.73 

Chateau de Longchamp 75016 

Paris, France 


2199 KUEPPERS, F.; O’BRIEN, P.; PAS- 
SARGE, E.; & RUDIGER, H. W. Alphal- 
antitrypsin phenotypes in sex chromosome 
mosaicism. /ournal of Medical Genetics, 
12(3):263-264, 1975. 


The distribution of alphal-antitrypsin alleles was 
studied in 21 patients with different types of sex 
chromosome mosaicism and their parents. Data for 
the control groups were derived from 462 
individuals residing in northern Germany and 
2,830 individuals residing in Norway. For 
comparison of parents and controls, the propor- 
tion of heterozygotes in the control population 
was treated as a constant, and the deviation from 
that proportion was tested using binomial tables. 
The prevalence of all heterozygotes combined was 
significantly greater in the parent group than in 
both control populations, From the available data, 
it could not be determined whether the higher 
prevalence of heterozygosity in the parents is due 
to the contribution of the mothers or fathers to 
the total group. The small number of observations 
should caution against premature conclusions. (7 
refs.) 


Mayo Clinic 
Rochester, Minnesota 


2200 GIVENS, JAMES R.; WILROY, SIDNEY; 
SUMMITT, ROBERT L.; ANDERSEN, 
RICHARD N.; WISER, WINFRED L.; & 
FISH, STEWART A. Features of Turner’s 
syndrome in women with polycystic 
ovaries. Obstetrics and Gynecology, 
45(6):619-624, 1975. 
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Four women presented with the somatic features 
of Turner’s syndrome and polycystic ovaries. In 
addition to the phenotypic features, Case 1 had 
primary amenorrhea and small polycystic ovaries, 
Case 2 had a 46,XX/45,X karyotype (lympho- 
cytes), Case 3 had enlarged polycystic ovaries 
containing a decreased number of oocytes, and 
Case 4 had enlarged polycystic ovaries and short 
stature. These cases suggest a relation between 
polycystic ovaries and Turner’s syndrome. Poly- 
cystic ovaries with a paucity of oocytes could be 
part of a continuum of gonadal morphology that 
extends from the streak gonad of Turner’s 
syndrome to the noimal ovary. On the other hand, 
polycystic ovaries containing plentiful oocytes 
may not have a common pathogenesis with 
Turner’s syndrome but may have X chromosome 
involvement in common and, on occasion, similar 
somatic features. (26 refs.) 


Department of Obstetrics & Gynecology 
Division of Reproductive Medicine 
University of Tennessee 

800 Madison Avenue 

Memphis, Tennessee 38163 


2201 OSZTOVICS, MAGDA; & KISS, PETER. 
Familial translocation, t(2;5) (p23;q31). 
Clinical Genetics, 8(2):112-116, 1975. 


The cases of 2 malformed siblings whose 
symptoms included microcephaly and congenital 
heart defect, accompanied by variable minor 
anomalies, are reviewed. Chromosome studies 
revealed that the same banding anomaly was found 
in both children; chromosome 2 had one more 
dark band on the short arm than its homologue. 
The karyotype of the healthy mother was normal, 
but that of the likewise healthy father displayed a 
reciprocal translocation, t(2;5) between the 
(p23;q31), distal segment of the short arm of 
chromosome 2 and the distal segment of the long 
arm of chromosome 5. The same _ balanced 
translocation was identified in one of the sisters of 
the patients’ father, who had also given birth to 2 
malformed children. These children were not living 
at the time the chromosome studies were carried 
out. Although caution is generally needed in the 
interpretation of the correlation between pheno- 
typic anomalies and small structural aberrations of 
chromosomes detected by the banding techniques, 
it is reasonable to conclude that in the present 
pedigree the very similar malformations in the 
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progenies of the 2 translocation heterozygotes 
could have a common origin, namely, the 
unbalanced chromosome aberration. (2 refs.) 


Laboratory of Human Genetics 
National Institute of Public Health 
1966 Budapest, Hungary 


2202 DEWALD, GORDON; ALVAREZ, MAR- 
COS N.; CLOUTIER, MARK D.; KELA- 
LIS, PANAYOTIS P.; & GORDON, 
HYMIE. A diploid-triploid human mosaic 
with cytogenetic evidence of double 
fertilization. Clinical Genetics, 
8(2):149-160, 1975. 


The case of a 13-year-old, MR patient with the 
karyotype 46,XX/69,XXY is reported. The patient 
had club feet, strabismus, eunuchoid habitus, small 
penis, midscrotal urethrovaginal opening, small 
descended left testis, and small undescended right 
testis; no ovarian tissue could be found at 
laparotomy. Triploid:diploid cell ratios were 
60:40 and 4:96 in skin fibroblasts and circulating 
lymphocytes, respectively. In the triploid line, 2 of 
the no. 13 chromosomes had unusually large 
satellites, and 1 of the no. 22 chromosomes had a 
brightly fluorescent zone on its short arms. When 
the father’s peripheral lymphocyte chromosomes 
were examined, all were 46,XY, and in each 
paternal metaphase there was 1 marker 13 and 1 
marker 22 chromosome identical to those in the 
patient, indicating that the extra haploid set was 
derived from the father. The mother’s peripheral 
lymphocyte chromosomes were all 46,XX with no 
marker chromosomes, It is theorized that this 
condition was a result of double fertilization: the 
immediate fusion of 1 sperm nucleus with the egg 
nucleus producing the diploid line, and the 
incorporation of the second sperm nucleus into 1 
of the 2 cells resulting from the first division of 
the zygote producing the triploid line. (31 refs.) 


c/o Section of Publications 
Mayo Clinic 

200 First Street SW 
Rochester, Minnesota 55901 


2203 MCCONNELL, H. DIANNE; & CARR, 
DAVID H. Recent advances in the 
cytogenetic study of human spontaneous 
abortions. Obstetrics and Gynecology, 
45(5):547-552, 1975. 
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A study was designed to gather information 
concerning the chromosome abnormalities occur- 
ring in spontaneous abortions. The 27 spontaneous 
abortuses identified in this study were received 
from St. Joseph’s Hospital and Henderson General 
Hospital in Hamilton, Canada, and were examined 
using the Q-banding technique. Sixteen of the 27 
specimens (59 percent) showed a chromosome 
abnormality. Trisomy was found in 9 of the 
specimens; the chromosomes involved were Nos. 2, 
8, 14, 16, and 22. There were 5 triploids and 2 
tetraploids. Using marker chromosomes, it was 
found that the extra haploid set was paternally 
derived in 2 of the triploids which were favorable 
for study. The Q-banding technique provides 
accurate identification of the extra chromosomes 
in trisomy. Clinically, it may prove useful to know 
whether it is dispermy, fusion of 2 spermatids, or 
retention of the polar body that is involved in the 
Creation of the polyploid condition in spontaneous 
abortions. For example, in the case of the habitual 
aborter, if polyploidy were consistently due to a 
paternal contribution, such couples might be 
considered for artificial insemination. (20 refs.) 


Department of Anatomy 

McMaster University Medical Centre 
Room 3N16 

Hamilton, Canada 


2204 TOWNES, PHILIP L.; WHITE, MARIE R.; 
STIFFLER, SHIRLEY J.; & GOH, KONG- 
OO. Double aneuploidy: Turner-Down 
syndrome. American Journal of Diseases of 
Children, 129(9):1062-1065, 1975. 


The first case of Turner-Down syndrome with no 
evidence of X mosaicism was reported in a female 
child born to a 29-year-old woman following a 
38-week uncomplicated pregnancy and delivery. 
Mild maternal psychological depression in the 
second and third trimesters had been treated with 
imipramine hydrochloride and amitriptyline 
hydrochloride. Preconceptional radiation history 
was negative except for the mother’s barium 
enema and gastrointestinal series at age 20 and the 
father’s exposure as a chemical engineer to beta 
radiation. No abnormalities were revealed at birth, 
but the patient’s subsequent development was 
delayed. Overall development was considered to be 
at the 21- to 24-month level at 3.5 years of age 
and was essentially unchanged at age 4. The 
original diagnosis of testicular feminization 
syndrome, made on the basis of clinical assessment 
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in the interpretation of cytogenetic studies at 4.5 
years of age, was revised at 8 years. Significant 
stigmas of Down syndrome (including the 
characteristic facial appearance) and Turner 
syndrome were present. (8 refs.) 


Division of Genetics 

University of Rochester 

School of Medicine and Dentistry 
260 Crittenden Boulevard 
Rochester, New York 14642 


2205 PREUS, MARILYN; FEINGOLD, MUR- 
RAY; & FRASER, F. CLARKE. Inter- 
nipple distance and hand measurements in 
various syndromes. In: Bergsma, D., ed. 
New Chromosomal and Malformation 
Syndromes. (Birth Defects: Original Arti- 
cle Series, Volume 11, Number 5.) White 
Plains, New York: The National Founda- 
tion, 1975, p. 3-6. 


Measurements of various physical parameters 
obtained previously from 2,403 normal patients 
were Compared with measurements obtained from 
patients with different syndromes. None of 25 
patients with Turner syndrome (18 of them with 
an XO karyotype and the remainder with an 
isochromosome X or mosaicism) had an inter- 
nipple distance that was greater than the 
ninety-seventh percentile. However, it appears at 
present that internipple distance decreases relative 
to normal as the child with Turner syndrome 
grows older and, therefore, that this measurement 
is most useful in the younger patient. The same 
measurements performed on 17 patients with 
Noonan syndrome were within normal limits. The 
preliminary findings from hand measurements 
suggested an association between large middle 
finger size as a percentage of total hand size and 
Marfan syndrome in the newborn. The hands, 
particularly the fingers, were short in patients with 
de Lange syndrome who did not have major hand 
malformations. Patients with achondroplasia had a 
hand size less than the third percentile with a 
proportionate decrease in finger length. Patients 
with Treacher Collins syndrome had normal hand 
lengths. (2 refs.) 


Department ot Medical Genetics 
Montreal Children’s Hopital 
Montreal 108, Quebec, Canada H3H IP3 
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2206 GORLIN, ROBERT J.; & CERVENKA, 
JAROSLAV. Alopecia totalis, nail dyspla- 
sia and amelogenesis imperfecta. In: 
Bergsma, D., ed. New Chromosomal and 
Malformation Syndromes. (Birth Defects: 
Original Article Series, Volume 11, Num- 
ber 5.) White Plains, New York: The 
National Foundation, 1975, p. 23-24. 


A 26-year-old girl with Turner XO/XX mosaicism 
also exhibited alopecia totalis, nail dysplasia, and 
amelogenesis imperfecta of both primary and 
secondary dentitions. Her height was 167cm. 
Physical examination indicated no breast develop- 
ment, complete absence of the labia, and no 
vaginal opening. Surgery revealed a normal vagina 
in normal position with a hypoplastic cervix. The 
XO/XX Turner mosaicism is compatible with the 
lack of breast development, hypoplastic genitalia, 
and normal height but cannot explain the other 
findings. The described disorder is probably a new 
one. 


Division of Oral Pathology 
School of Dentistry 

University of Minnesota 
Minneapolis, Minnesota 55455 


2207 GIANGIACOMO, JOSEPH; *PENCHAN- 
SKY, LILA; MONTELEONA, PATRICIA 
L.; & THOMPSON, JAY. Bilateral neonatal 
Wilms’ tumor with B-C chromosomal 
translocation. /ournal of Pediatrics, 
86(1):98-102, 1975. 


An association between bilateral Wilms’ tumor and 
B-C chromosomal translocation was reported in a 
male newborn infant. The child had Potter’s facies, 
talipes equinovarus, polydactayly, webbing of the 
toes, and broad spadelike hands without oligohy- 
dramnios, Bilateral Wilms’ tumor was confirmed 
by frozen sections after laprotomy, but the extent 
of the tumor precluded definitive surgery. 
Gastrointestinal hemorrrhage occurred on the 
ninth postoperative day, and fresh blood trans- 
fusions were administered. The child died at 5 
weeks of age despite continuing supportive care. 
Pathologic changes were limited to the kidneys. 
Differentiation between Wilms’ tumor and benign 
mesoblastic nephroma is important in terms of 
diagnosis and treatment. (10 refs.) 


*1465 S. Grand Bivd. 
St. Louis, Missouri 63104 


2208 BORGAONKAR, DIGAMBER S.; & BOL- 
LING, DAVID R. International registry of 
abnormal karyotypes. American /ournal of 
Obstetrics and Gynecology, 123(1):105, 
1975. (Letter) 


We have established an International Registry of 
Abnormal Karyotypes with a view toward 
facilitating access to data which now lie buried in 
laboratory files. Through the Registry these 
computerized data will be available to those 
planning collective studies on specific chromoso- 
mal abnormalities, clinically delineating isolated 
cases with rare chromosomal anomalies, using cell 
lines with chromosomal rearrangements in regional 
gene assignments, etc, We are hopeful that the 
system adopted in arranging the data may be used 
to catalogue the mammalian X-chromosome and 
break points in different species such as the house 
mouse, mus musculus, for which the chromosome 
regions have now been well defined. (3 refs.) 


Johns Hopkins University 
School of Medicine 
Baltimore, Maryland 


2209 STROUD, AGNES N.; & HARAMI, 
SAYURI. Quantitative data on chromo- 
some aberrations obtained by computer 
analysis. In: Bergsma, D., ed. New 
Chromosomal and Malformation Syn- 
dromes. (Birth Defects: Original Article 
Series, Volume 11, Number 5.) White 
Plains, New York: The National Founda- 
tion, 1975, pp. 283-293. 


With the use of an automated system for collecting 
quantitative measurements on minute chromoso- 
mal aberrations, assessment of abnormal chromo- 
somes of metaphase spreads from the blood of a 
genetically abnormal individual and from blood 
irradiated /n vitro with gamma rays was able to 
provide accurate quantitative information about 
chromosome structure and to do so more rapidly 
than manual measurements could have. Collection 
of chromosome data was done with a computer- 
assisted microscope and with image analysis 
techniques. The Automatic Light Microscope 
System employed speeds up collection of informa- 
tion, thus making such studies applicable to 
large-scale biologic monitoring. It could lead to the 
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application of automated systems in studies of 
basic mechanisms of genetic and radiation-induced 
chromosomal damage. (16 refs.) 


Image Processing Laboratory, Jet 
Propulsion Laboratory 

California Institute of Technology 

Pasadena, California 91109 


2210 MELNYK, JOHN; PERSINGER, GAR- 
LAND; & PORTER, WILLIAM. Semiauto- 
mation of chromosome preparations. In: 
Bergsma, D., ed. New Chromosomal and 
Malformation Syndromes. (Birth Defects: 
Original Article Series, Volume 11, Num- 
ber 5.) White Plains, New York: The 
National Foundation, 1975, pp. 277-282. 


A new system of processing cell specimens for 
cytogenetic analysis in multiple sets is expected to 
increase by a factor of 8 the number of specimens 
that can be handled on an average day. The system 
is designed for high-volume production of slides 
for analysis by a computer-controlled microscope 
and a karyotype system currently being developed. 
The specimen preparation system consists of 
culture plates, a culture medium dispenser, 
centrifuge carriers, a 12-needle aspirator, a 
hypotonic fluid and fixative dispenser, a slide 
dispenser, and a cell dispenser and needle changer. 
Plans are being prepared for additional com- 
ponents, including a cell spreader and a slide 
marker. (1 ref.) 


Department of Developmental 
Cytogenetics 

City of Hope National Medical 
Center 

Duarte, California 91010 


2211 PORTER, IAN H.; & PAUL, BETTY. The 
cell cycle and chromosome anomalies. In: 
Bergsma, D., ed. New Chromosomal and 
Malformation Syndromes. (Birth Defects: 
Original Article Series, Volume 11, Num- 
ber 5.) White Plains, New York: The 


National Foundation, 1975, pp. 273-275. 


The length of cell cycles was determined in 
cultured fibroblasts from infants with trisomy 18 
and 21 and other chromosomal anomalies. The 
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length of each stage and the total length of the cell 
cycle were compared to diploid lines from 4 
normal infants. All lines, except one obtained 
from a patient with trisomy 18, were in early 
passages and in a logarithmic growth phase when 
pulse-labeled with tritiated thymidine. The cell 
cycles in fibroblasts from 3 patients with trisomy 
21 and 3 patients with trisomy 18 showed a 
similar increase in the total length of the cell cycle 
and particularly of the G; phase. The length of the 
cell cycle in fibroblasts from 1 patient with a G/G 
translocation Down syndrome was about the same 
length as that of control Ss, although the G, 
period was longer and the period of deoxyribo- 
nucleic acid synthesis was shorter. The length of 
the cell cycle in fibroblasts from a patient with 
46/47,+21 mosaicism was increased, but the G, 
phase was normal. Comparison of the means and 
standard errors between control Ss and trisomy 21 
and 18 patients showed the results to be highly 
significant. (8 refs.) 


Department of Pediatrics 
Albany Medical College 
Albany; New York 12208 


2212 ROBERTSON, KATHLEEN P.; THUR- 
MON, THEODORE F.; & TRACY, MAR- 
GARET C. Acrocephalosyndactyly and 
partial trisomy 6. In: Bergsma, D., ed. New 
Chromosomal and Malformation Syn- 
dromes. (Birth Defects: Original Article 
Series, Volume 11, Number 5.) White 
Plains, New York: The National Founda- 
tion, 1975, pp. 267-271. 


A partial trisomy for part of the long arm of 
chromosome No. 6 was found in a white female 
with acrocephalosyndactyly (not Apert acroceph- 
alosyndactyly). Her karyotype was 46,XX,-10,+- 
der(10),t(6;10)(q21;q24)mat. The portion 
q25-qter of the derivative chromosome No. 10 was 
deleted. The patient’s mother had the balanced 
translocation designated 46,XX,t(6;10)(q21;q24). 
The chromosomal aberrations were readily appar- 
ent with banding technique but had been 
overlooked previously with standard Giemsa 
technique. The most striking findings in the 
proband were the dermatoglyphics, which de- 
parted significantly from those of the parents and 
were symmetric. Hypertelorism, low-set ears, and 
micrognathia were observed in the proband and 
were common to most of the studied cases of 
malformation syndromes associated with partial 
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C-group trisomy, The more severe malformations 
found in other cases, among them, cleft palate, 
cleft lip, heart defect, and kidney defect, were not 
found in the proband. Other partial C trisomies 
may represent aberrations of chromosome No. 6. 
(10 refs.) 


Louisiana Heritable Disease Center 
Department of Pediatrics 
Louisiana State University 

School of Medicine 

New Orleans, Louisiana 70112 


2213 WILSON, MIRIAM G,; EBBIN, ALLEN J.; 
SHINNO, NANCY W.; & TOWNER, 
JOSEPH W. Sex chromosome mosaicism of 
X/XY or X/XY/XYY. In: Bergsma, D., ed, 
New Chromosomal and Malformation 
Syndromes. (Birth Defects: Original Arti- 
cle Series, Volume 11, Number 5.) White 
Plains, New York: The National Founda- 
tion, 1975, pp. 255-266. 


Seven patients with X/XY mosaicism were studied, 
1 of them showing an X/XY/XYY pattern. Four 
patients presented as newly born infants on the 
basis of incomplete male development, ambiguity 
of external genitalia, or Turner syndrome; the 
other 3 were seen in midchildhood or early 
adulthood. Bilateral gonadectomy, histologic ex- 
amination of the gonads for tumor or testicular 
tissue, and chromosomal analysis from blood and 
gonad specimens were performed in all 7 patients. 
The Y cell line and mosaicism were always 
detected in the blood culture, although the 
predominant cell line in the majority of tissues was 
45,X. The Y chromosome in 1 patient failed to 
show the expected bright fluorescence over the 
long arm, and the Y of another patient had a 
terminal nonfluorescing portion of the long arm. 
Patients with masculinization demonstrated nor- 
mal height and, on laparotomy, mixed gonadal 
dysgenesis. Patients with Turner syndrome exhibit- 
ed bilateral streak gonads and, in the case of a 
2.5-year-old girl, a bilateral gonadoblastoma. The 
patients with Turner syndrome were less than the 
third percentile in height. All 7 patients were 
brought up as females and appeared to be 
developing normally. Surgery was required in 4 to 
diminish the size of the clitoris. (9 refs.) 


Genetics Division 

University of Southern California 
School of Medicine 

Los Angeles, California 90033 
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2214 DUMARS, KENNETH W.;_ REED, 
PAMELA; & LAWCE, HELEN J. X-auto- 
some translocation with a 
47,XXYqs,t(9p-;Xqt+) karyotype. In: 
Bergsma, D., ed. New Chromosomal and 
Malformation Syndromes. (Birth Defects: 
Original Article Series, Volume 11, Num- 
ber 5.) White Plains, New York: The 
National Foundation, 1975, pp. 247-253, 


A male child with a 47,XXYqs,t(9p-;Xq+) 
karyotype was ascertained utilizing ASG-banding. 
The karyotype was repeated, since the original 
diagnosis of Klinefelter syndrome was inconsistent 
with many of the stigmata present. The diagnosis 
of Klinefelter syndrome had been entertained 
initially on the basis of the small testicular size, 
positive buccal smear, lowered volar ridge count, 
and 47,XXY karyotype. Reevaluation revealed a 
translocation between 9q and Xq with a loss of 9p, 
resulting in a 9p monosomy Xp disomy, a trisomy 
for Xq, as well as satellites attached to the distal 
ends of the long arms of the Y. This case was the 
first report of a (9p-;Xq+) unbalanced transloca- 
tion. Clinically, the patient more closely resembled 
patients with monosomy or trisomy for the 9p 
rather than a polysomy for the X. He had a flat 
nasal bridge, mild hypertelorism, external ear 
malformations, lowered volar ridge count, and 
MR, The satellited Y appeared to be an extremely 
stable marker with no deleterious phenotypic 
effects. (18 refs.) 


Division of Developmental Disabilities 
and Clinical Genetics 

Department of Pediatrics 

University of California at Irvine 

California College of Medicine 

Irvine, California 92664 


2215 ALFI, OMAR S.; SANGER, ROGER G.,; & 
DONNELL, GOERGE M. Trisomy 22: a 
Clinically identifiable syndrome, In: 
Bergsma, D., ed. New Chromosomal and 
Malformation Syndromes. (Birth Defects: 
Original Article Series, Volume 11, Num- 
ber 5.) White Plains, New York: The 
National Foundation, 1975, pp. 241-245. 


A 9-year-old white female with trisomy 22 
documented by Q-, G-, and R-banding techniques 
manifested clinical features and _ craniofacial 
morphology similar to those of at least 8 cases of 
nonmongoloid trisomy G or trisomy 22 reported 
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in the literature. The proband had been reported 
previously as having trisomy G without Down’s 
syndrome, Pertinent craniofacial features included 
turricephaly with apparent increased vertical skull 
dimensions, frontal prominence, decreased 
bifrontal-temporal dimension, semicircular eye- 
brows merging with the lateral nasal borders, 
palpebral fissures with decreased transverse and 
increased vertical dimensions, superior lateral and 
inferior medial ocular skin folds, increased philtral 
length, downturned commissures of the mouth, 
small lower face with retruded chin, low-set ears 
with large lobules, and apparent facial asymmetry 
most notable in the right ear’s being more medially 
positioned. In the evaluation of an MR child, the 
presence of these features, especially in association 
with abnormalities in the epiglottis, great vessels, 
and iis could be suggestive of trisomy 22. (5 
refs. 


Division of Medical Genetics 
University of Southern California 
Los Angeles, California 90033 


2216 SEKHON, GURBAX S.; HILLMAN, 
LAURA S.; & KAUFMAN, ROBERT L. 
Identification of a 19/20 translocation by 
G-, Q- and C-banding. In: Bergsma, D., ed. 
New Chromosomal and Malformation 
Syndromes. (Birth Defects: Original Arti- 
cle Series, Volume 11, Number 5.) White 
Plains, New York: The National Founda- 
tion, 1975, pp. 237-240. 


An infant with multiple dysmorphic features had a 
stable dicentric chromosomal abnormality in- 
volving 2 nonacrocentric autosomes that required 
more than one banding technique to elucidate. 
The patient was the 2,090g product of a full-term 
pregnancy; his father had diabetes mellitus and a 
family history of the disease. Conventional 
karyotype analysis had been carried out at 3 days 
of age, and peripheral lood lymphocyte studies 
had revealed 45 chromosomes, with 2 chromo- 
somes missing from the F group and an extra 
chromosome in the C group. Repeat chromosomal 
analyses performed at 5 months on peripheral 
blood lymphocytes and skin culture fibroblasts 
using G-, Q-, and C-banding sequentially on the 
same cells indicated that the translocation 
chromosome resulted from a short arm to short 
arm fusion between Nos, 19 and 20, without any 
visible chromosomal loss and with both hetero- 
chromatic regions intact. The translocation 
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chromosome was present in all skin cells and in 
94.4 percent of lymphocytes; 5.6 percent of 
lymphocytes had a normal female karyotype. It 
was concluded that the translocation chromosome 
was a heterodicentric, with dominant behavior of 
the 19 centromere over the 20 centromere. (12 
refs.) 


Cytogenetics Laboratory 
St. Louis Children’s Hospital 
St. Louis, Missouri 63110 


2217 SCHMICKEL, ROY; POZNANSKI, 
ANDREW; & HIMEBAUGH, JANET. 16q 
trisomy in a family with a balanced 15/16 
translocation. In: Bergsma, D., ed. New 
Chromosomal and Malformation Syn- 
dromes. (Birth Defects: Original Article 
Series, Volume 11, Number 5.) White 
Plains, New York: The National Founda- 
tion, 1975, pp. 229-236. 


An infant who was trisomic for the long arm of 
chromosome No. 16 was born to a family 
containing 3 members with a balanced transloca- 
tion between Nos. 15 and 16. His weight was 
1.86kg, length was 44cm, and head circumference 
was 30.5cm. He had an asymmetric skull, small 
palpebral fissures with an dantimongoloid slant, 
enlarged optic cups, small round ears with little 
cartilage, hypoplastic mandible, small penis, 
marked clinodactyly of the fifth finger associated 
with a very short middle phalanx, unusual areas of 
sclerosis in the tufts of the distal phalanges of the 
hand, and similar changes in the feet. The infant 
was jaundiced and vomited frequently. Malrota- 
tion of the duodenum and colon and pneumotosis 
intestinalis were discovered; bowel resection and 
anastomosis led to improvement of the patient’s 
condition, but he weakened progressively and died 
at 7 weeks of age. Chromosomal studies revealed a 
47,XY,+16q karyotype for the infant and a 
46,t(15p+;16p-) karyotype for the mother, mater- 
nal uncle, and maternal grandfather. (8 refs.) 


University of Michigan Medical 
Center 
Ann Arbor, Michigan 48104 


2218 FAWCETT, WILLIAM A.; MCCORD, 
WILLIAM K.; & FRANCKE, UTA. Tri- 
somy 14q-. In: Bergsma, D., ed. New 
Chromosomal and Malformation Syn- 








2219-2220 MEDICAL ASPECTS 





dromes. (Birth Defects: Original Article 
Series, Volume 11, Number 5.) White 
Plains, New York: The National Founda- 
tion, 1975, pp. 223-228. 


A white female with multiple anomalies was born 
to a 21-year-old gravida 2, para 2 mother, blood 
type AB negative, VDRL negative following a 
complicated pregnancy. The mother was hospital- 
ized for preeclampsia during the last trimester, and 
labor was induced at 38 weeks’ gestation. No signs 
of fetal distress were noted prior to delivery. The 
infant was born depressed, with Apgar scores of 2 
and 3 at 1 and 5 minutes, respectively. She 
required respiratory assistance for 30 minutes, 
followed by a high ambient oxygen environment 
for 7 hours. The infant was hypertonic with 
mottled skin and had decreased subcutaneous 
tissue, brachycephaly, long, fine blonde hair, low 
and posteriorly set ears, malformed pinnas, low 
anterior and posterior hairline, long philtrum, 
peculiar facies, hypotelorism, small palpebral 
fissures, a globular nose with anteverted nostrils, 
large halluces, camptodactyly, a left simian crease, 
clinodactyly, short neck, and high-arched palate. 
Intermittent episodes of acrocyanosis, circumoral 
cyanosis, and opisthotonos were observed during 
the hospital stay. Her karyotype was 47,XX+der- 
(14), t(14;20)(q22;13)mat, the derivative chromo- 
some der(14) presumably due to a meiotic 
nondisjunction. Other studied family members 
carried the balanced translocation. (5 refs.) 


Department of Pediatrics and the 

Clinical Investigation Center 
Naval Regional Medical Center 
San Diego, California 92134 


2219 WILROY, ROBERT S., JR.; SUMMITT, 
ROBERT L.; & MARTENS, PAULA R. 
Partial trisomy for different segments of 
chromosome 13 in several individuals of 
the same family. In: Bergsma, D., ed. New 
Chromosomal and Malformation Syn- 
dromes. (Birth defects: Original Article 
Series, Volume 11, Number 5.) White 
Plains, New York: The National Founda- 
tion, 1975, pp. 217-222. 


A female child in a black kindred and her mother 
had partial trisomy for the long arm of 
chromosome No. 13, and the proband’s maternal 
half-uncle was trisomic for the proximal portion of 
No. 13. The karyotype of the proband was 





46,XX,der(17),rcp(13;17)(q14;p13)mat. Forty-six 
chromosomes were present with only 1 identifi- 
able No. 17 and an extra large submetacentric 
chromosome. Her mother’s karotype was 
46,XX,rcp(13;17)(q14;p13). Forty-six chromo- 
somes were present with only 1 identifiable No. 13 
and only 1 No. 17. The small acrocentric 
chromosome was the proximal portion of No. 13, 
while the distal long arm of No. 13 had been 
translocated to the short arm of No. 17. This 
balanced reciprocal translocation was found also in 
the maternal grandmother and maternal half-aunt. 
The karyotype of the half-uncle was 47,XY,+der- 
(13),rcp(13;17)(q14;p13)mat. Forty-seven 
chromosomes were present with an extra small 
acrocentric chromosome, the proximal portion of 
No. 13. The proband and her uncle both were MR 
and had malformed ears, The proband had the 
additional features of a long philtrum, poly- 
dactyly, and digital arches; she lacked the 
telecanthus, bulbous nose, and scalp defects 
affecting her uncle. 


University of Tennessee 
Center for the Health Sciences 
Memphis, Tennessee 38103 


2220 THOMPSON, HAVELOCK. Familial. 


chromosomal translocation with distinctive 
phenotype due to effective trisomy of No, 
9p. In: Bergsma, D., ed. New Chromosom- 
al and Malformation Syndromes, (Birth 
Defects: Original Article Series, Volume 
11, Number 5.) White Plains, New York, 
The National Foundation, 1975, pp. 
213-216. 


Two of 3 female sibs, 4.5 years and 16 months of 
age, were found to have similar and distinctive 
Clinical features associated with additional material 
on the short arm of a No. 1 chromosome which 
appeared to have been translocated terminally 
from the short arm of a No. 9. They exhibited 
mild-to-moderate psychomotor retardation, mild 
microcephaly, a dull appearance, deep-set eyes, 
alternating strabismus, large low-set and pro- 
truding ears, prominent nasal root, and mild 
micrognathia. Their hands showed brachydactyly, 
ulnar deviation of the distal phalanges of the 
thumbs, and clinodactyly of the little fingers. 
Their feet were small, with hypoplastic toenails. 
They had complex thenar-first interdigital patterns 
not seen in their parents, both of whom were 
normal, or their normal sib. Two of the mother’s 5 
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sibs were infertile; a third sib fathered 2 
phenotypically normal sons, 4 late spontaneous 
abortions, and a 13-year-old MR son with chronic 
hydronephrosis and physical features identical to 
those seen in the propositi; and 1 of her brothers 
had the same physical features. The mother and 
normal sib of the propositi showed the same 
structurally abnormal No. 1 chromosome as the 
girls plus a structurally abnormal No. 9. 


West Virginia University 
School of Medicine 
Morgantown, West Virginia 26505 


2221 FRANCKE, UTA; MAHAN, GEORGE M.; 
DIXSON, BARBARA K.; & JONES, 
OLIVER W. 10p-: a new autosomal 
deletion syndrome? In: Bergsma, D., ed. 
New Chromosomal and Malformation 
Syndromes. (Birth Defects: Original Arti- 
cle Series, Volume 11, Number 5.) White 
Plains, New York: The National Founda- 
tion, 1975, pp. 207-212. 


A del(10)p chromosomal abnormality was re- 
ported for the first time in the case of a 5-year-old 
American black female with a unique combination 
of anomalies and unusual facial dysmorphia. The 
child exhibited MR and growth retardation, 
brachycephaly and trigonocephaly, antimongoloid 
slants, hypotelorism, epicanthal folds, ptosis, 
strabismus, dysplastic nose, high-arched palate, 
microdontia and dental crowding, small, low-set 
and posteriorly rotated ears, asymmetric thorax, 
wide-spaced nipples, and minor abnormalities of 
the hands and feet. Her karyotype was designated 
46,XX,del(10)p13. Both parents were normal. The 
mother’s fingers showed significant distal tapering, 
a sign which was also present in the patient, but 
not in the 7-year-old normal brother. The mother 
had received several series of active immunizations 
against poliomyelitis, typhus, typhoid, cholera, 
and influenza during the time period from 
approximately 3 weeks before to 6 weeks after the 
estimated time of conception. The significance of 
the immunizations for the origin of chromosome 
deletion, MR, or dysmorphogenetic features could 
not be determined. (5 refs.) 


Division of Medical Genetics 
University of California 

San Diego School of Medicine 
La Jolla, California 92037 


2222 WEBER, FELICE; MULLER, HELGA; & 
SPARKES, ROBERT. The 9p _ trisomy 
syndrome due to inherited translocation. 
In: Bergmsa, D., ed. New Chromosomal 
and Malformation Syndromes. (Birth De- 
fects: Original Article Series, Volume 11, 
Number 5.) White Plains, New York: The 
National Foundation, 1975, pp. 201-205. 


Chromosome banding analysis established the 
presence of the 9p trisomy syndrome in the case 
of a 5-year-old white female. She exhibited the 
typical features of the syndrome; only the deep-set 
eyes, microcephaly, and brachycephaly observed 
in other cases with 9p trisomy were absent. Her 
1.Q. was estimated to be 59, based on the Peabody 
Picture Vocabulary Test. Trypsin-Giemsa banding 
analysis indicated 46,XX,22p+, the p+ banding 
pattern compatible with its being 9p chromosome 
material. The proband’s father showed 
46,XX,t(Gp+;Cp-) in blood, skin, and bone 
marrow, and the proband’s sister demonstrated a 
similar pattern in blood and skin. Trypsin-Giemsa 
banding analysis for the sister revealed an apparent 
balanced and reciprocal translocation with satel- 
lites from a No. 22 chromosome on the short arm 
of the affected No. 9 and most of the short arms 
of a No. 9 translocated to a No. 22. The proband’s 
father and his mother died of acute lymphocytic 
leukemia. The father was a carrier of the 
translocation, but information was not available 
for his mother. The occurrence of leukemia in this 
family probably was not related to the chromo 
some change. (18 refs.) 


Department of Pediatrics 
UCLA School of Medicine 
Los Angeles, California 90024 


2223 OPITZ, JOHN M.; & PATAU, KLAUS. A 
partial trisomy 5p syndrome. In: Bergsma, 
D., ed. New Chromosomal and Malformea- 
tion Syndromes. (Birth Defects: Original 
Article Series, Volume 11, Number 5.) 
White Plains, New York: The National 
Foundation, 1975, pp. 191-200. 


Multiple defective infants were born over 2 
generations to normal carriers, probably as a result 
of transmission of almost complete partial trisomy 
5p. An infant girl presented with a multiple 
congenital anomaly/MR syndrome, presumably 
largely due to almost complete partial trisomy for 
the short arm of chromosome 5. A translocation 
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between that chromosome and chromosome 12 
was inherited in her family, and 4, or possibly 5, 
of her first and second degree relatives had a more 
or less severe expression of the same syndrome. 
The proposita was a well-nourished, hypotonic, 
PMR infant with a long and narrow skull, 
micrognathia, lateral bifrontal bossing, apparent 
hypertelorism, slight mongoloid slant of palpebral 
fissures, upper epicanthic folds, apparent strabis- 
mus, and short first toes. Dolichocephaly, 
shortness of stature, minor anomalies of the 
auricles, and ulnar loops also were exhibited in the 
family. Fluorescent quinacrine staining showed the 
carriers, the proposita’s mother and maternal 
grandmother, to be classic examples of a reciprocal 
translocation of the type t(5p-;12q+). (8 refs.) 


Wisconsin Clinical Genetics Center 

University of Wisconsin Center for 
Health Sciences 

Madison, Wisconsin 53706 


2224 HANDMAKER, STANLEY D.; HALL, 
BRYAN D.; & CONTE, FELIX A. A new 
recognizable syndrome associated with a 
chromosomal abnormality. In: Bergsma, 
D., ed. New Chromosomal and Malforma- 
tion Syndromes. (Birth Defects: Original 
Article Series, Volume 11, Number 5.) 
White Plains, New York: The National 
Foundation, 1975, pp. 181-189. 


A distinctive pattern of malformations was seen in 
a 13.5-year-old boy, his 7-month-old brother, and 
their mother. Their major findings included small 
ears, bilateral epicanthal folds, a broad nose with a 
high nasal bridge, malar hypoplasia, long philtrum, 
small mouth, pouting umbilical hernia, overriding 
scrotum, partial cutaneous syndactyly of digits 2 
and 3 on both hands and feet, and bilateral 
transverse palmar creases. The delayed develop- 
ment of the 2 boys had been noted in infancy; one 
had been described as moderately MR or autistic. 
The mother had a history of severe emotional 
disturbance which required hospitalization for 3 
months after the birth of her first son. Four 
separate chromosome abnormalities--deletions of 
short arms of a No. 2 and a No. 4 and additions to 
a short arm of a No. 7 and a long arm of a No. 
8-were described, apparently for the first time in 
humans, Chromosome analysis of peripheral 
lymphocyte culture revealed a 46,XY pattern with 
all 4 abnormalities for the mother and elder son 





and a 46,XY pattern with only an addition to the 
long arm of a No. 8 in the case of the younger 
child. 


Department of Pediatrics 

Charles R. Drew Postgraduate 
Medical School 

Los Angeles, California 90059 


2225 WARREN, RICHARD J.; PANIZALES, 
ELMA G.; & CANTWELL, RONALD J. 
Inherited partial trisomy 2: 
46,XX,1p+;t(1,2)(p36;q31). In: Bergsma, 
D., ed. New Chromosomal and Malforma- 
tion Syndromes. (Birth Defects: Original 
Article Series, Volume 11, Number 5.) 
White Plains, New York: The National 
Foundation, 1975, pp. 177-179. 


A female child of negroid parents of Cuban 
descent who was trisomic for region q31 of 
chromosome number 2 presented mainly with 
severe psychomotor retardation and abnormal 
dermatoglyphics. The other physical deformities 
resulting from the trisomy were minor. The child, 
the product of a full-term and uneventful 
pregnancy, was seen first at 14 months of age 
because of delayed motor development and 
peculiar facies; she could not hold her head steady 
or sit up even with support. At 22 months she 
continued to have generalized hypotonia and was 
still unable to sit up by herself. She had radial 
loops on digits 1, 2, and 4 of the right hand and 
digits 2 and 5 of the left hand, bilaterally elevated 
atd angles with t11 triradii, a large S pattern in the 
right hypothenar area, and a large whorl pattern 
on the left. Other findings were small head size, 
low-set ears placed backwards and downwards, 
bilateral epicanthal folds, hypertelorism, inconsis 
tent response to visual stimuli, flat and broad nasal 
bridge, flattened nasolabial philtrum, clubfeet, 
bilateral clinodactyly of the fifth fingers, hypo- 
tonic reflexes, and bilateral Babinski reflexes. The 
oldest of 4 older sibs was a balanced carrier of the 
chromosomal translocation. 


Genetics Associates 
8686 Coral Way 
Miami, Florida 33155 
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2226 COMINGS, DAVID E. Mechanisms of 
chromosome banding. In: Bergsma, D., ed. 
New Chromosomal and Malformation 
Syndromes. (Birth Defects: Original Arti- 
cle Series, Volume 11, Number 5.) White 
Plains, New York: The National Founda- 
tion, 1975, pp. 171-175. 


Investigations into the mechanisms of chromo- 
some banding have produced important informa- 
tion on chromatin structure and function, lack of 
histone involvement, and the mechanisms involved 
in the banding of chromosomes. Biochemical and 
cytologic studies indicate that the chromosome is 
basically composed of centromeric constitutive 
heterochromatin, intercalary constitutive hetero- 
chromatin, and euchromatin. The various banding 
techniques essentially involve distinguishing be- 
tween these different types. Histones are not 
involved in chromosome banding. It is unlikely 
that repetitious deoxyribonucleic acid (DNA) 
plays a role in C-banding or G-banding. It appears 
that with the exception of some highly deoxy- 
adenylate-deoxythymidylate-rich satellite DNA, 
base composition per se plays a minor role in 
Q-banding. Feulgen staining and phase contrast 
microscopy have indicated some degree of 
differential condensation corresponding to the 
banded regions in mitotic chromosomes, Centro- 
meric and intercalary constitutive heterochroma- 
tin, which are condensed during interphase, tend 
to remain differentially condensed during mitosis 
and meiosis. Certain mechanisms of G- and 
R-banding have been elucidated; a thorough 
knowledge of these techniques will come only 
from further in vitro studies. (47 refs.) 


Department of Medical Genetics 

City of Hope National Medical 
Center 

Duarte, California 91010 


2227 GLIDDON, JACK B.; GALBRAITH, 
GARY C.; & BUSK, JYTTE. Effect of 
preconditioning visual stimulus duration 
on visual-evoked responses to a subsequent 
test flash in Down’s syndrome and 
nonretarded individuals. American journal 
of Mental Deficiency, 80(2):186-190, 
1975. 


Visual-evoked responses to a visual test flash 
preceded by 3 different durations (1, 100, and 
1,000msec) of a visual conditioning flash having 


the same form and intensity were recorded from 8 
male Down’s syndrome Ss and 9 nonMR control 
Ss matched for chronological age and sex. 
Conditions were randomized and counterbalanced 
to eliminate sequence effects, with Ss randomly 
assigned without replacement. Each stimulus 
replication consisted of 50 artifact-free responses, 
and the resulting visual-evoked response was based 
upon 100 responses for each of the 3 conditions, 
The results showed that visual-evoked response 
perimeters recorded from Down’s syndrome and 
nonMR individuals were similar when test stimuli 
were preceded by a 1- or 100msec duration 
conditioning flash. When the conditioning-flash 
duration was extended to 1,000msec, however, 
Down’s syndrome Ss demonstrated a significant 
increase (p<.01) in the visual-evoked response to 
the test stimulus as compared with nonMR Ss. The 
findings support the hypothesis that there are 
decrements of neural sensory processes in Down’s 
syndrome individuals for longer stimulus dura- 
tions. (14 refs.) 


Neuropsychiatric Institute-Pacific 
State Hospital Research Group 

P.O, Box 100-R 

Pomona, California 91766 


2228 SUTHERLAND, GRANT R.; BOWSER- 
RILEY, SUSAN M.; & BAIN, A. 
DOUGLAS. Chromosomal mosaicism in 
amniotic fluid cell cultures. C/inical Genet- 
ics, 7(5):400-404, 1975. 


Six cases of chromosomal mosaicism were 
detected in amniotic fluid cultures, with fetal 
mosaicism demonstrated in 1 of them. Amnio- 
centesis was carried out at 14 weeks’ and 21 
weeks’ gestation, respectively, on a 26-year-old 
woman and a 31-year-old woman with a Down’s 
syndrome child. The procedure was performed at 
13 weeks’ and 16 weeks’ gestation, respectively, 
on a 39-year-old and a 35-year-old woman because 
of the risk of Down’s syndrome. Amniotic fluid 
was collected at 13 weeks’ gestation from a 
29-year-old woman who had a previous child with 
spina bifida and from a 41-year-old woman due to 
Rhesus isoimmunization to be used for other 
laboratory studies. XX/XY mosaicism in one case 
was probably due to maternal cellular contamina- 
tion of the amniotic fluid. Mosaicism was not 
apparent in the second sample of the 2 cases in 
which repeat samples were examined. In the case 
where fetal mosaicism was present, the mosaicism 
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was seen in cultures from 3 samples of amniotic 
fluid collected at various times during pregnancy. 
This single case of fetal mosaicism would have 
gone unconfirmed if only blood cultures had been 
examined. (10 refs.) 


Department of Histopathology 
Adelaide Children’s Hospital 
Adelaide, S.A. 5006, Australia 


2229 WRIGHT, TREVOR. A hitherto unde- 
scribed ocular sign of Down’s syndrome in 
the crying newborn. Developmental Medi- 
cine and Child Neurology, 17(4):535-536, 
1975. (Letter) 


The “purse string sign,’’ a unique sign, is readily 
detectable in newborns with Down’s syndrome. 
This anomaly, evident during crying episodes, 
consists of a radial plication of the upper lids 
(especially in their medial part) and to a lesser 
extent the lower lids, concomitant shortening of 
the palpebral fissure, and an unusual wrinkling of 
the forehead between the eyebrows. The sign, 
which is not apparent in the normal newborn, 
disappears after the second or third week of life. 
This sign is particularly valuable for early 
diagnosis, before the results of the chromosome 
evaluation become available. The “purse string 
sign’’ was obvious in 17 of 30 newborns with 
Down’s syndrome confirmed by chromosomal 
analysis. (4 refs.) 


Tel Aviv University Medical 
School 
Tel Aviv, Israel 


2230 ORYE, E.; VERHAAREN, H.; & VAN 
DEN BOGAERT-VAN HEESVELDE, A. 
M. The 9p-deletion syndrome. Report of a 
patient with a 46,XX, 9p-constitution due 
to a paternal t(9p-;115q+) translocation. 
Clinical Genetics, 8(5):349-357, 1975. 


A new case of the 9p- chromosome-deletion 
syndrome was characterized by narrow cranium, 
prominent forehead, flat occiput, hypertelorism, 
flat bridge of the nose, long upper lip, 
micrognathia, low-set and abnormal ears, short, 
broad neck, wide-set nipples, systolic murmur, 
umbilical hernia, diastasis musculi recti, short arms 
and broad thumbs, equinovarus adductus, hypo- 
tonia, and psychomotor retardation. The case 


represents the fourth case of the 9p- deletion 
syndrome and the second case in which the 
deletion resulted from a parental, balanced 
translocation. As in 2 previous patients, the 
deletion in the newly reported case mainly 
involves the bands 9p23 and 9p24. (8 refs.) 


Laboratory of Cytogenetics 
Department of Pediatrics 
Rijksuniversitet Gent 

De Pintelaan 135 

B-9000 Ghent, Belgium 


2231 GARRETT, JOHN H.; FINLEY, SARA C,; 
& FINLEY, WAYNE H. Fetal loss and 
familial chromosome 1_ translocations. 
Clinical Genetics, 8(5):341-348, 1975. 


Phenotypically normal carriers of a balanced 
structural rearrangement of chromosomes may be 
at risk for repeated abortions. Two families with a 
structural abnormality of chromosome no. 1 
showed a tendency toward fetal wastage. In 1 
family, cytogenetic studies were prompted by the 
birth of a malformed infant and the mother’s 
reports of 3 spontaneous abortions. The propos- 
itus had a partial trisomy of 1q; his mother anda 
sibling were balanced carriers of a 
+(1;4)(q25;q35). In the second family, cytogenetic 
studies (performed after 2 pregnancies ended in 
spontaneous abortion) showed the 29-year-old 
phenotypically normal propositus and his mother 
to be balanced carriers of a t(1;12) (p13;q24). 
Fetal wastage in both families appeared to be 
related to abnormal parental karyotypes. (11 refs.) 


Laboratory of Medical Genetics 

University of Alabama in 
Birmingham 

University Station 

Birmingham, Alabama 35294 


2232 FAGGIANO, M.; MINOZZI, M.; 
LOMBARDI, G.; CARELLA, C.; & 
CRISCUOLO, T. Two cases of the 
chromatin positive variety of ovarian 
dysgenesis (XO/XX mosaicism) associated 
with HGH deficiency and marginal impair- 
ment of other hypothalamic-pituitary 
functions. Clinical Genetics, 8(5):324-329, 
1975. 
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In rare instances severe hypothalamic-pituitary 
functional disturbances may be associated with 
ovarian dysgenesis (XO/XX mosaicism) and 
Turner’s syndrome. In 2 cases of phenotypically 
normal females, clinical and cytogenetic findings 
supported the diagnosis of the chromatin positive 
variety of ovarian dysgenesis. A growth hormone 
deficiency was indicated by hormonal studies. 
Examination of other pituitary functions supports 
the existence of a hypothalamic-pituitary impair- 
ment. Low values of gonadotrophin excretion and 
limited responses of plasma adrenocorticotropic 
hormone and plasma corticosteroids to provoca- 
tive tests were observed. In 1 case (13 years old), 
abnormal thyroid stimulating hormone (TSH) 
response to the TSH-releasing factor was reported. 
Hypothalamic-pituitary function disturbances in 
ovarian dysgenesis can vary in severity. (22 refs.) 


Via S. Pasquale a Chiaia 55 
Naples, Italy 


2233 TAYSI, KUTAY. Satellite association: 
giemsa banding studies in parents of 
Down’s syndrome patients. C/inical Genet- 
ics, 8(5):319-323, 1975. 


Giemsa banding studies of association patterns of 
acrocentric chromosomes in 3,032 cells from 
chromosomally normal parents of regular mongols 
(nondisjunctional trisomy 21) and normal controls 
were undertaken. Chromosome No. 21. was 
involved in satellite association more frequently 
than other acrocentric chromosomes in both 
groups. Association between No. 21 and 22 was 
seen most frequently. However, frequencies were 
not different for parental test Ss and normal 
controls. There is no experimental support for a 
hypothesized relationship between trisomy 21 and 
satellite association in the parents of children with 
Down’s syndrome. (12 refs.) 


Department of Pediatrics 

Division of Clinical Genetics 

Hacettepe University School 
of Medicine 

Ankara, Turkey 


2234 BORGAONKAR, DIGAMBER S.; & 
BOLLING, DAVID R. International Regis- 
try of Abnormal Karyotypes. Clinical 
Genetics, 8(5):383-384, 1975. (Letter) 


749 





An International Registry of Abnormal Karyo- 
types has been established at Johns Hopkins 
University School of Medicine. The computerized 
Registry makes it possible to obtain information 
on any abnormality and to sort data by 
chromosome, type of anomaly, and locale of the 
reporting laboratory. Computer printouts of the 
Registry will be issued several times a year and will 
be available at cost. The Registry is organized by 
sections, corresponding to the catalog of published 
chromosomal variants and aberrations maintained 
at !ohns Hopkins, Data to be included in the 
Registry should include information on the person 
reporting on the case, detailed information on the 
chromosomal variation or abnormality and the 
region and band of the chromosome(s), and the 
case number of the laboratory. (3 refs.) 


Division of Medical Genetics 
Department of Medicine 
Johns Hopkins University 
School of Medicine 
Baltimore, Maryland 21205 


2235 TAYLOR, KENNETH M.; WOLFINGER, 
HOWARD L.; BROWN, MICHAEL G.; & 
CHADWICK, DAVID L. Origin of a small 
metacentric chromosome: familial and 
cytogenetic evidence. Clinical Genetics, 
8(5):364-369, 1975. 


Two MR females were born to a normal mother 
whose chromosome complement included an 
extra, small metacentric chromosome and a short 
arm deletion of one of her number 18 
chromosomes. One daughter carries the small 
metacentric plus 2 normal 18s, while the other 
daughter has the 18p- chromosome plus one 
normal 18. Several cases of MR were reported in 
the mother’s family. Clinical evidence does not 
point to a firmly established syndrome but shows 
developmental delay, mild MR, short stature, 
excessive dental caries, and speech defect. The 
abnormal chromosomes may have originated in the 
occurrence of 1 transverse break of the centromere 
and subsequent misdivision of a chromosome 18 in 
an earlier generation of this family. This suggests 
that the mother is trisomic for 18p, one daughter 
is monosomic, and the other daughter tetrasomic 
for this chromosomal region. (11 refs.) 


Department of Biology 
San Diego State University 
San Diego, California 92182 
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2236 SALAMANCA-GONEZ, FABIO; NAVA, 
SARA; & ARMENDARES, SALVADOR. 
Ring chromosome 6 in a malformed boy. 
Clinical Genetics, 8(5):370-375, 1975. 


Giemsa banding techniques were used to identify a 
ring chromosome in an MR and malformed boy 
who died at the age of 6 months after acute 
pneumonia set in. The mother reportedly took 12 
capsules of diazepam in the first month of 
pregnancy and dimethyl-pyrazolone during the 
first quarter of pregnancy. Parental chromosome 
complements were normal. The patient had a 
modal number of 48 chromosomes, but one of the 
C-group chromosomes was replaced by a ring 
chromosome, with the ring present in all of the 
100 analyzed cells. The abnormal chromosome 
was a ring 6. Clinical findings in this case concur 
with 2 other reported cases of ring chromosome 6 
in the following signs: MR and physical retarda- 
tion, low birth weight, microcephaly, peculiar 
facies, microphthalmia, and high-arched palate. (8 
refs.) 


Hospital de Pediatria 

Instituto Mexicano del Seguro 
Social 

Apartado Postal 73-032 

Mexico 73, D.F., Mexico 


2237 STER, JAKOB; MIKKELSEN, 
MARGARETA; & NIELSEN, ARNE. 
Mortality and life-table in Down’s syn- 
drome. Acta Paediatrica Scandinavica, 
64(2):322-326, 1975. 


Data from 524 Danish patients with Down’s 
syndrome were used to construct a life table for 
patients over 5 years old. Overall death rate for 
this group was 5 to 7 times greater than the rate 
for the general population. Differences in mortal- 
ity rates for men and women were not significant. 
Analysis of cause of death for 130 patients showed 
the 2 main causes to be respiratory disease 
(especially pneumonia) and heart disease. No 
tuberculosis was reported, but other infectious 
diseases were frequent causes of death. Although 
data confirm a high mortality for all age groups, 
many patients reach age 50, a fact important in 
counseling parents. (22 refs.) 


Department of Paediatrics 
Centralsy gehuset 
DK-8900 Randers, Denmark 


2238 OSTER, J.; & VAN DEN TEMPLE, A. A 
21-year psycho-social follow-up of 524 
unselected cases of Down’s syndrome and 
their families. Acta Paediatrica Scandi- 
navica, 64(3):505-513, 1975. 


A 21-year psychosocial follow-up study of 524 
cases of Down’s syndrome and their families 
stressed 3 crucial events: 1) period of diagnosis; 2) 
the problem of institutionalization vs. home care; 
3) the aging and death of parents and its effects on 
the Down’s syndrome victims. Five hundred and 
twenty-four cases were followed up 3 times: in 
1959 and 1971 by correspondence and in 1972 by 
intensive personal interviews of selected families. 
In 1971 395 cases were still alive. Three hundred 
and sixty-six families gave information and 
answered questionnaires. According to the results 
of follow-up, parents believed that physicians 
should give diagnosis as soon as reasonably certain. 
Parents were shocked by physicians’ doubtfulness 
and hesitation regarding the nature of Down’s 
syndrome. Parents elected to place children in 
institutions for various reasons: 1) exhaustion of 
mother; 2) belief that patient would be a 
disturbance in the home; 3) upon advice of 
physician. Some parents believed that children 
would be better cared for at home. Most parents 
felt that they had made the right decision in the 
choice of home care or institutionalization. In 
regard to care of patients after the deaths of 
parents, the study showed that 1) some parents 
wanted patients institutionalized; 2) others wanted 
healthy children to assume the responsibility for 
patients; 3) others were undecided. (5 refs.) 


Department of Pediatrics 
Centralysygehuset 
Randers, Denmark 


2239 DORRANCE, DAVID L.; JANIGER, 
OSCAR; & TEPLITZ, RAYMOND L. 
Effect of peyote on human chromosomes. 
Cytogenic study of the Huichol Indians of 
northern Mexico. Journal of the American 
Medical Association, 234(3):299-302, 
1975. 


Fifty-seven Huichol Indians with a lifelong 
individual history and a 1,600-year cultural 
tradition of ingestion of peyote, a mescaline- 
containing cactus possessing hallucinogenic proper- 
ties, were compared with 50 non-peyote-using 
Huichol Indian controls and 10 non-drug-using 
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laboratory controls for effects on lymphocyte 
chromosomes. The low incidence of abnormality 
in the peyote-ingesting group was similar to that in 
both Indian and laboratory control groups. The 
incidence of isochromatid breaks was low, and 
cells manifesting extensive chromatin rearrange- 
ment were absent. The findings supported the 
conclusion that no serious chromosomal damage 
had occurred in the experimental group. The lack 
of hereditary cytogenetic abnormalities (transloca- 
tion carriers) in the experimental population group 
indicated that 1,600 years of peyote use has not 
a affected the “cytogenetic pool.” (14 
refs. 


Department of Cytogenetics 

City of Hope National Medical Center 
1500 E. Duarte Road 

Duarte, California 91010 


2240 SHAPIRO, BURTON L. Amplified devel- 
opmental instability in Down’s syndrome. 
Annals of Human Genetics, 
38(4):429-437, 1975. 


The relative contribution of environmental and 
genetic factors to variability of dermatoglyphic 
and palatometric traits were estimated in normal 
individuals and Down’s syndrome Ss. Measure- 
ments of the height, width, and anteroposterior 
length of the hard palate were made on 63 pairs of 
identical and 39 pairs of like-sexed fraternal twins 
and on 153 Down’s syndrome Ss. Twin analyses 
demonstrated that the relative contribution of 
environmental factors to variability was greatest 
for palatal length. Of the 3 dimensions, palatal 
length was the most abnormal in Down’s 
syndrome. Similarly, the maximum atd angle, 
more susceptible to environmental variation than 
the finger-tip ridge count, was much more deviant 
from the normal in Down’s syndrome. In both 
metric systems, the less stable trait in the normal 
population was more abnormal in Down’s 
syndrome. The findings were consistent with 
decreased canalization of development in Down’s 
syndrome. (23 refs.) 


Division of Oral Biology 

University of Minnesota School 
of Dentistry 

Minneapolis, Minnesota 55455 
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2241 BLOOM, ARTHUR D. Peyote (mescaline) 
and human chromosomes. /ournal of the 
American Medical’ Association, 


234(3):313, 1975. (Editorial) 


One of the major questions raised by cytogenetic 
studies of primitive peoples is whether such people 
have different frequencies of chromosomal breaks 
and rearrangements than do people exposed to the 
exogenous agents (x-rays, infectious diseases, and 
caffeine, among others) of civilized society. The 
peyote study of Teplitz did not demonstrate any 
increase in chromosomal aberrations in peripheral- 
blood lymphocytes of the Huichol Indians of 
northern Mexico, lifelong users of the hallucinogen 
peyote, a mescaline-containing cactus. Extensive 
chromosomal damage was found in the cells of the 
Yanomama Indians of Venezuela, but this damage 
was thought to be due to inadvertent exposure to 
an insult (such as a viral disease like measles). No 
such damage was seen among a small group of 9 
New Guinea natives, the peyote-using Huichol, or 
the non-peyote-using Tecual Huichol. Since no 
totally convincing evidence has yet emerged that 
any physical or chemical agent increases the 
frequency of inherited chromosomal rearrange- 
ments or of nondisjunctional events in humans, 
concern should continue to be focused on somatic 
cell-chromosome breakage, which can and should 
be monitored in peripheral-blood lymphocytes. (3 
refs.) 


Columbia University 
College of Physicians and Surgeons 
New York, New York 


2242 GELLIS, SYDNEY S.; FEINGOLD, 
MURRAY; CASSIDY, SUZANNE 8B.; 
MCGEE, BARBARA J.; & ENGEL, ERIC. 
Picture of the month: trisomy 8 syndrome. 
American Journal of Diseases of Children, 


129(8):951-952, 1975. 


Six figures are presented which illustrate some 
manifestations of trisomy 8 syndrome. These 
include thin body and narrow shoulders and pelvis; 
asymmetric facial appearance, with large pug nose 
and everted lips; hands showing camptodactyly 
and clinodactyly and abnormal, large lobule ear; 
and deep plantar furrows in feet as well as toe 
contractures and other deformities. Trisomy 8 
patients also exhibit moderate psychomotor 
retardation, visceral abnormalities, coagulation 
defects, partial deficit of factor VII in some cases, 
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and abnormal dermatoglyphics. Therapy is 
symptomatic and may include special education 
and speech therapy. (3 refs.) 


Boston Floating Hospital 
20 Ash Street 
Boston, Massachusetts 92111 


2243 TOWNES, PHILIP L.; & WHITE, MARIE 
R. Further identification of a D/E 
translocation American Journal of Diseases 
of Children, 129(8):959-961, 1975. 


Fluorescent techniques indicated that a D/E 
translocation in a_ previously reported infant 
involved chromosomes 15 and 17. In infancy the 
child exhibited psychomotor retardation and 
multiple congenital anomalies, including hypo- 
tonia, failure to thrive, peculiar facies, low-set ears, 
micrognathia, and cryptorchidism. When the child 
was 94 years of age, he remained severely retarded 
in psychomotor development, and his speech was 
limited. In addition to the major anomalies noted 
when the child was 4 months old, he exhibited 
esotrophia, seizure disorder, and infantile scoliosis. 
Grossly similar D/E translocations in one of 2 
other reported patients have been found to involve 
chromosomes 15 and 18. In the other case, the 
translocation has not been specifically identified. 
(8 refs.) 


Division of Genetics 

University of Rochester School of 
Medicine and Dentistry 

260 Crittenden Boulevard 

Rochester, New York 14642 


2244 ZDANSKY, ROSINA; ANDRLE, MILLY; 
BUHLER, ERIKA; TSUCHIMOTO, T.; 
MAYR, W. R.; & RETT, A. Irregular 
phenotypic expression of ring chromo- 
somes. Humangenetik, 26:193-198, 1975. 


A female with a 13-ring chromosome and a male 
with a Co-ring chromosome were identified by 
Giemsa banding and Giemsa-eleven and fluores- 
cence techniques. The majority of Ss with D-rings 
have been reported to have many severe congenital 
malformations in addition to microcephaly, MR, 
and short stature. However, the first case did not 
show any gross malformation. Nevertheless, it was 
remarkable that the anlage of her thumbs appeared 
to be somehow affected, as are the anlagen cf the 


hypoplastic or aplastic thumbs of 19 of SO 
reported individuals carrying either Dq-deletion or 
D-ring. Little similarity was noted between the 
second patient and Ss with a Co-ring except for 
MR, microcephaly, and short stature, none of 
which is a characteristic sign. Thus, the problem of 
whether or not well-defined syndromes associated 
with specific ring chromosomes exist remains to be 
solved. (14 refs.) 


Genetisches Institut, Basler 
Kinderspital 

Romergasse 8, CH-4000 
Basel, Switzerland 


2245 NEU, RICHARD L.; SHOTT, ROGER J,; 
& *GARDNER, LYTT I. 4p- phenotype in 
an infant with t(4p;19p or gq+)mat 
translocation. American fournal of 
Diseases of Children, 129(3):363-365, 
1975. 


An infant was observed who had a translocation of 
part of the short arm of a number 4 chromosome 
to one of the arms of a number 19 chromosome. 
The propositus and other family members all 
appeared to have the same balanced translocation, 
but the patient was suspected of having 4 p- 
deletion because of his clinical resemblance to 
other patients in published cases. The patient’s 
chromosome complement proved to _ be 
46,XY,t(4p-;19p or qt). The mother had an 
apparently balanced translocation, while the father 
and 2 siblings had normal chromosome comple- 
ments. A maternal uncle and grandmother were 
also carriers of the translocation. It is proposed 
that the 4p loci responsible for the 4p- phenotype 
are missing from the patient’s chromosome 
complement; among possible explanations for this 
event are a simple deletion or ‘aneusomy by 
recombination.’ (8 refs.) 


*State University of New York 
Upstate Medical Center 

750 East Adams Street 
Syracuse, New York 13210 


2246 CENTERWALL, WILLARD R.; THOMP- 
SON, WILLIAM P.; ALLEN, IRVING E.; 
& FOBES, CLARK D. Translocation 4p- 
syndrome: a general review. American 
Journal of Diseases of Children, 
129(3):366-370, 1975. 
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A patient suspected on the basis of clinical signs of 
having the 5Sp- (cri-du-chat) syndrome was tested 
using the Giemsa-trypsin banding technique and 
was found instead to have the translocation 4p- 
(Wolf) syndrome, a B4-G22 translocation 
(45,XX,-4,-22,+t(4q;22q)). The patient is the 40th 
case of 4p- syndrome reported in the literature and 
the second to be suspected of representing a 
translocation. Since the 4p- syndrome presents a 
wide range of clinical expression, which is normal 
for a deletion syndrome which involves a deletion 
of 20-80 percent of the short arm of chromosome 
B4, many cases of the 4p- syndrome may have 
gone undetected, with the partial deletion of the 
short arm of a B chromosome having been missed 
or misdiagnosed as cases of the 5p- syndrome. (37 
refs.) 


Loma Linda University Medical Center 
Barton and Anderson Roads 
Loma Linda, California 92354 


2247 HSU, LILLIAN Y. F.; STRAUSS, LOTTE; 
ALTER, ANDREA V.; KIM, HYON JU; & 
HIRSCHHORN, KURT. Prenatal diagnosis 
of double trisomy. American Journal of 
Diseases of Children, 129(3):381-382, 


1975. 
The first known case of double _ trisomy 
(48,XYY,+21) to be detected prenatally is 


reported, including pathologic findings in the fetus 
and the placenta. Diagnosis was made in the 20th 
week of pregnancy when the mother was referred 
for cytogenetic diagnosis because of her advanced 
age (38 years), and the patient and her husband 
elected to have an abortion. The phenotypic 
features of the fetus, including the cardiovascular 
anomalies, were consistent with Down’s syndrome, 


and the size of the fetus and the placenta indicated 
intrauterine growth within the expected limits for 
its age. The estimated frequency of this anomaly is 
one in 791,000; its prenatal detection has never 
been reported. In this case, the Q-banding pattern 
of the G group chromosomes of the fetus and the 
mother suggested a maternal origin of the extra 
No. 21 chromosome. (21 refs.) 


Division of Medical Genetics 
Mount Sinai School of Medicine 
Fifth Avenue and 100th Street 
New York, New York 10029 


2248 Minnesota University. Down’s syndrome 
children’s early comprehension of WH 
questions asked in naturalistic and experi- 
mental settings. Research report No. 87. 
Hesse, Kathleen; et al. Minneapolis, Minne- 
sota, 1975. 100 pp. Available from ERIC 
Document Reproduction Service, Box 190, 
Arlington, Virginia 22210, Price MF $0.76; 
HC $4.43, plus postage. Order No. 
ED115042., 


The comprehension of “what,” ‘“‘where,” and 
“why”’ questions posed by their mothers and in 
experimental situations to two 5-year-old Down’s 
syndrome children was examined. Form, content, 
and appropriateness of Ss’ response were evaluated 
from tape recordings of mother-child play 
situations and from videotapes of individual 
sessions with the experimenter. Analysis indicates 
that Ss’ comprehension of this type of question 
parallels the first stage of interrogative comprehen- 
sion in normal children. Implications of data for 
teachers’ questioning techniques are discussed, and 
photographs used with the experimental set of 
questions are described. 


MEDICAL ASPECTS — Etiologic Groupings 
Congenital malformations 


2249 STONE, W. CONRAD. Hallermann-Streiff 
syndrome and progeria. Southern Medical 
Journal, 68(9):1139-1141, 1975. 


An atypical severe case of WHallermann-Streif 
syndrome combined with progeria was reported. 
Seven positive signs were: (1) dyscephalia and bird 
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face, (2) dental anomalies, (3) proportionate 
nanism (dwarfism), (4) hypotrichosis, (5) atrophy 
of the skin, (6) bilateral microphthalmia, and (7) 
congenital cataract. Negative signs included (1) 
palpebral anomalies, (2) muscular atrophy and 
chronic arthritis, (3) scoliosis and deformities of 
the joints, and (4) MR. Also present were the 
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atrophy, pigmentation, and tautness of the 
extremities seen in progeria. The study of the 
teratology of abnormal chemical, metabolic, and 
other forces such as drugs that attack the early 
developmental stages of the fetus and produce 
multiple anomalies may eventually provide an 
answer as to the exact time of damage (thought to 
be during the fourth to sixth embryonal week) and 
the teratogenic agent involved. (12 refs.) 


1138 Second St. SW 
Roanoke, Virginia 24016 


2250 ABDULLA, U.; & CHARTERS, D. W. 
Congenital heart block diagnosed ante- 
natally associated with multiple fetal 
abnormality. British Medical Journal, 
4(5991):263, 1975. 


A case is reported which illustrates how the 
diagnosis of congenital heart block can be made 
before birth. The importance of differentiating 
fetal bradycardia due to hypoxia from congenital 
heart block is stressed. The accepted method of 
investigating a fetal heart block is to determine the 
fetal pH before a decision is made regarding the 
need for performing a cesarean section. The use of 
the electrocardiogram is only helpful in addition. 
In this way an unnecessary cesarean section may 
be averted, especially if an associated abnormality 
exists that is not compatible with extrauterine life. 
In this instance, the baby was born with a gross 
cleft palate and a cleft upper and lower lip. There 
was no mandible, the floor of the mouth being 
composed entirely of skin. Only a small nodule of 
tissue 1cm in diameter formed the tongue. The left 
ear was placea icw on the skull, and there was no 
trace of the right ear or auditory canal. Necropsy 
showed a dextrocardia and cardiac enlargement as 
well as a ventricular septal defect. 


Department of Obstetrics and 
Gynaecology 

Liverpool Maternity Hospital 

University of Liverpool 

Liverpool, England 


2251 End of the potato avoidance hypothesis. 
British Medical Journal, 4(5992):308, 
1975. 


Studies are reviewed which negate the hypothesis 
proposed by Renwick in May 1972 that most cases 
of anencephalus and spina bifida were preventable 


by the avoidance of potatoes during pregnancy. 
Searches for a temporal correlation between the 
incidence of anencephalus and the severity of 
potato blight in Massachusetts, Canada, Eire, 
Northern Ireland, Australia, and Scotland have 
been unsuccessful. Controlled feeding experiments 
on marmosets using “blighted” potato concentra- 
tions resulted in cranial osseous defects in 4 of 11 
fetuses, but experiments conducted by the same 
group using potatoes rejected by the potato 
industry and potatoes infected with Erwinia 
carotovora resulted in no gross abnormalities, 
although 2 behavioral abnormalities were noted in 
the offspring of 7 females in the group. A 
retrospective study of 83 mothers of children with 
spina bifida produced no evidence that they had 
had more contact with potatoes than 85 control 
mothers. A study conducted in Northern Ireland 
with an experimental group of 23 women and a 
control group of 56 women resulted in 2 babies in 
the experimental group with anencephalus and 2 
in the control group with spina bifida. The 
difference between the 2 groups was not 
statistically significant. Reports of at least 4 other 
affected infants born to mothers who had avoided 
potatoes during pregnancy are also noted. (16 
refs. ) 


2252 SUTHERLAND, GRANT R.; BROCK, 
D.J.H.; & SCRIMGEOUR, J. B. Amniotic 
fluid macrophages and the antenatal 
diagnosis of anencephaly and spina bifida. 
Journal of Medical Genetics, 
12(2):135-137, 1975. 


The macrophage content of spina bifida and 
anencephalic amniotic fluids was quantitated and 
compared with that from normal pregnancies, All 
fluids classed as normal had low macrophage 
counts (range 0-41). Eight of 65 amniotic fluids of 
less than 22 weeks’ gestation examined blindly had 
elevated macrophage counts (82 to 6226); 3 of 
these were shown to have anencephaly, and 2, 
spina bifida. The 3 false positive cases had elevated 
macrophage counts in combination with normal 
alpha-fetoprotein levels. Rhesus iso-immunized 
amniotic fluids had highly variable macrophage 
counts ranging up to 276, possibly resulting from 
an increase in extramedullary hemopoiesis and, 
thus, in circulating macrophages. Any fetal lesion 
which is not covered with skin (aside from the 
central nervous system defects), conditions other 
than Rhesus iso-immunization in which there is 
increased extramedullary hemopoiesis such as the 
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chondrodystrophies, and intrauterine infection 
might lead to elevated amniotic fluid macrophage 
counts. (13 refs.) 


Cytogenetics Unit 

Department of Pathology 
Adelaide Children’s Hospital 
North Adelaide 5006, Australia 


2253 VILLAVERDE, MANUEL M.; & DA 
SILVA, JACYNTHO A. Distal brachy- 
phalangy of the thumb in mental retarda- 
tion. journal of Medical Genetics, 
12(4):401-404, 1975. 


Eight hundred and fifty-two institutionalized MRs 
were screened for distal brachyphalangy (DBP) of 
the thumbs, a hereditary autosomal anomaly 
found in 1-1.5 percent of whites and in less than 1 
percent of blacks. It was found in 26 patients (3 
percent) in a male:female ratio of 70:30. Bilateral 
DBP was seen in 69.5 percent, and unilateral DBP 
on the right hand in 19 percent and the left hand 
in 11.5 percent. All 26 cases presented with DBP 
of the thumb, short stature, and MR, a 
combination which may constitute a subsyn- 
drome. It was associated with an abnormal head in 
19 cases, abnormal feet in 17 cases, and abnormal 
eyes in 13 cases. It seems possible to assume that 
some sort of injury to the growth and trophic 
centers in the hypothalamic area may help to 
delineate the subsyndrome independently of the 
most likely basic etiologic factor of an abnormal 
gene. (14 refs.) 


Rutgers University School 
of Medicine 
New Brunswick, New Jersey 


2254 NICHOLAS, J. L.; & ECKSTEIN, H. B. 
Endovesical electrotherapy in treatment of 
urinary incontinence in spina-bifida pa- 
tients. Lancet, 2(7948):1276-1277, 1975. 


Endovesical electrotherapy was an_ ineffective 
treatment for urinary incontinence in 20 spina 
bifida patients ages 5 to 14. Acquisition of bladder 
sensation did not occur in any case, as no change 
in the bladder occurred when the stimulating 
current was switched on and off. Limited 
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improvements in 2 cases were attributable to 
catheterization and bladder training rather than 
the electrotherapy. (3 refs.) 


Queen Mary’s Hospital for 
Children 
Carshalton, Surrey, England 


2255 FIELD, BARBARA; & KERR, CHARLES. 
Offspring of parents with spina bifida 
occulta. Lancet, 2(7947):1257, 1975. 
(Letter) 


Couples in which one partner has spina bifida 
occulta incur a small, definite, but as yet 
unquantified risk of having a seriously affected 
child. This preliminary finding is the result from 
encountering 4 affected sets of parents, one of 
whom had or had had spina bifida occulta in each 
case. The ultimate identification of the at-risk 
parent lies in defining a genetic marker or specific 
antibody system. No association between 
anencephaly /spina-bifida and maternal-serum HLA 
was found in a preliminary study. Identification of 
the population at risk for neural-tube defects 
through mass antenatal screening has significance 
in relation to a program of selective termination of 
affected pregnancies. (5 refs.) 


Department of Preventive and 
Social Medicine 

University of Sydney 

New South Wales 2006 


2256 YLIKORKALA, OLAVI. 
anomalies and _ clomiphene. 
2(7947):2162-2163, 1975. (Letter) 


Congenital 
Lancet, 


A case of abnormal fetal development following 
administration of a last course of clomiphene to 
the mother during very early pregnancy is 
reported. A possible teratogenic effect of the drug 
taken by the mother cannot be ruled out, 
particularly in view of several reports of 
neural-tube defects in children of mothers treated 
with clomiphene. The danger of a possible causal 
connection between fetal anomalies and maternal 
clomiphene ingestion can be further increased if 
clomiphene is inadvertently taken at or after 
conception. Mistakes can be avoided if each 
treatment with clomiphene is started only after 
spontaneous or induced menstruation, or only 
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after the patient visits her doctor before a new toes, bilateral ulnar supernumerary digits assoc- p 
course of clomiphene, so that the chance of iated with short segment Hirschsprung’s disease, d 
pregnancy can be ruled out. (3 refs.) and ventricular septal defect of the heart in 2 male re 

infant sibs led to the use of fetoscopy in a 
Department of Obstetrics and subsequent pregnancy of the same woman. D 
Gynaecology Successful fetoscopy using a 9mm laparoscope was D 
University of Oulu carried out at 18 weeks’ gestation. The fetus was U 
90220 Oulu 22, Finland found to be normal, but an amniotic membrane Pr 

defect was detected which accounted for amniotic 

fluid leakage at from 24 up to 35 weeks, when a 
2257 CARTER, FELICITY; & HAGARD, normal male infant was delivered by cesarean 2; 

SPENCER. Screening for neural-tube de- section. Fetoscopy is a risky form of investigation 

fects. Lancet, 2(7946):1210, 1975. and ought to be reserved for serious, but not 

(Letter) immediately lethal conditions which have distinct, 

easily recognizable external stigmata and for which 

The costs of a screening program for neural-tube there are no other more satisfactory methods of 
defects would be far outweighed by the savings in prenatal diagnosis, The recurrence risk in this Th 
health care alone, provided, among other factors, syndrome is probably 1 in 4 cases, (12 refs.) wi 
that the incidence of spina bifida is at least cli 
2.5/1,000 total births in the screening area; the Department of Child Health the 
specificity of the test is no less than 95 percent in Welsh National School of res 
order to achieve 90 percent sensitivity; the failure Medicine he: 
rate for women to be screened is no more than 5 Heath Park, Cardiff, Wales net 
percent; those with a positive test result agree to at 
amniocentesis and possible termination, even che 
though their chance of having a child with Th 
myelocele is only 3 to 4 percent; and the costs of tha 
publicity, genetic counseling, ultrasonography, and 2259 SIRINAVIN, CHINTANA; & TROW- wel 
radioimmunoassay are included in the screening BRIDGE, ARTHUR A. Dyskeratosis con- inte 
program. Although many of these conditions genita: clinical features and_ genetic stra 
might not be met, other non-health benefits, such aspects. Report of a family and review of mic 
as decreased costs of special education, are about the literature, /ournal of Medical Genetics, asst 
as great as the health benefits. A higher test 12(4):339-354, 1975, Cas 
specificity would limit the volume of amnio- acc: 
centesis, so that public reaction would not prevent Study of a family with dyskeratosis congenita cyt 
the simultaneous development of other programs, segregated in 3 generations and review of 46 cases unil 

such as antenatal diagnosis of Down’s syndrome. selected from the literature revealed the cardinal 
(2 refs.) findings of this inherited multisystem disorder. *De 
There were 9 affected males in this kindred, the Uni 
Health Services largest family reported to date. The propositus, 3rd 
Operational Research Unit who underwent treatment for aplastic anemia for San 

73 Rottenrow 18 months until his death at age 31, and his 3 

Glasgow G4 ONG, Scotland nephews (aged 17, 14, and 11 years, respectively) 
represented the different stages of the disease. 226 

Frequent findings were skin hyperpigmentation, 

2258 LAURENCE, K. M,; PROSSER, R.; skin atrophy, nail dystrophy, hyperhidrosis of 

ROCKER, I.; PEARSON, }. F.; & palms and soles, leukoplakia, hyperkeratosis of 
RICHARDS, C. Hirschsprung’s disease palms and soles, bullous eruptions of the skin, Due 
associated with congenital heart malforma- epiphora, and extensive caries or early dental loss. UNO} 
tion, broad big toes, and ulnar polydactyly Opportunistic infection was observed for the first their 
in sibs: a case for fetoscopy. Journal of time as another fatal complication of the disease. for s 
Medical Genetics, 12(4):334-338, 1975. X-linked transmission was confirmed by the family than 
pedigree, Analysis of the families reported in the dress 
The finding of an apparently previously unde- literature suggested apparent genetic heterogeneity prolc 
scribed syndrome consisting of bilateral double big in the disease. Data from the family of the demi 
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propositus indicated no close linkage between 
dyskeratosis congenita and Xg@ blood group. (64 
refs.) 


Division of Medical Genetics 
Department of Medicine 

University of Oregon Medical School 
Portland, Oregon 97201 


2260 TOWNSEND, JEANNETTE J.; *NIEL- 
SEN, SURL L.; & MALAMUD, NATHAN. 
Unilateral megalencephaly: hamartoma or 
neoplasm? Neurology, 25(5):448-453, 
1975. 


Three cases of unilateral megalencephaly in infants 
with mild to severe involvement had _ several 
clinical features in common, but, pathologically, 
they appeared to represent a spectrum of changes 
resulting from anomalous development of one 
hemisphere. Case 1, demonstrating an increase in 
neuronal size and mild gliosis, was Consistent with 
a malformative process. Cases 2 and 3 displayed 
changes suggesting evolution towards neoplasia. 
The megalencephaly was more striking in Case 2 
than in Case 1, and the scattered giant neurons 
were more bizarre and associated with a more 
intense astrocytosis. This hemisphere also demon- 
strated gross malformation in the form of 
micropolygyria. A striking unilateral enlargement 
assuming neoplastic proportions was present in 
Case 3. The scattered giant neurons were 
accompanied by multitudes of hyperplastic astro- 
cytes, and gross malformation in the form of 
unilateral lissencephaly was evident. (5 refs.) 


*Department of Pathology 
University of California 

3rd and Parnassus Avenues 

San Francisco, California 94143 


2261 HIDE, DAVID W. Survival of infants with 
unoperated myeloceles. British Medical 
Journal, 4(5990):226, 1975. (Letter) 


Due to the very low survival rate of infants with 
unoperated myeloceles, a personal approach to 
their care is described. As it would be wrong to ask 
for standards of nursing care to be in any way less 
than for any other infant, the back wound is 
dressed and general care given. Nothing is done to 
prolong the infant’s life. The infant is fed on 
demand but is not given tube feeds or parenteral 


nutrition, Antibiotics are not prescribed, but the 
baby should be sedated when necessary. Most of 
these infants die with minimal suffering to them 
and their family. The cause of death has more 
often been infection than hydrocephalus. This 
approach satisfies the demands of the parents that 
ripe _— handicapped infant shall not suffer, 
1 ref, 


St. Mary’s Hospital 
Newport, Isle of Wight 


2262 LASSMAN, L. P.; & SIMS, D. G. 
Congenital midline scalp and skull defect, 


Archives of Disease in Childhood, 
50(12):958-960, 1975, 
Multiple congenital scalp defects that have 


occurred in a family over two generations are 
described. Usually attributed to congenital defi- 
Ciencies in the process of embryological develop- 
ment, these skull defects are potentially very 
dangerous because infection may occur and lead to 
meningitis, or there may be ulceration hemor- 
rhage. Although alarming in appearance, surgical 
intervention is not advised for small lesions unless 
penetration of the sagittal sinus occurs. Very early 
excision of the membrane and covering by 
rotation of skin flaps has been suggested as the 
preferable treatment. Good hair growth has been 
reported after this procedure. (8 refs.) 


Department of Neurological Surgery 
Royal Victoria Infirmary 

Newcastle upon Tyne NE1 4LP 
England 


2263 CHALHUB, ELIAS G.; VOLPE, JOSEPH 
J.; & GADO, MOKHTAR H., Linear nevus 
sebaceous syndrome associated with poren- 
cephaly and nonfunctioning major cerebral 
venous sinuses. Neurology, 25(9):857-860, 
1975. 


A 3,487g female infant born to a 22-year-old 
gravida 3, para 1, Ab 1 Caucasian female after 41 
weeks of gestation presented with the linear nevus 
sebaceous syndrome and also had new findings of 
porencephaly and nonfunctioning major cerebral 
venous sinuses. The pregnancy was uncomplicated, 
except for a vesicular pustular lesion on the vulva 
noted 1 week before delivery that was treated with 
neutral red and ultraviolet light. The neurologic 
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syndrome in the infant was severe, and EEG 
abnormalities, an asymmetric cranium, and an 
enlarged lateral ventricle were observed. The 
failure of the venous sinuses to fill may have 
represented abnormal development or occlusion; 
however, the frequency of the finding in this 
syndrome could not be evaluated, since the infant 
was the first with the syndrome to undergo 
angiographic study. The recent finding of a 
leptomeningeal angioma in a newborn with the 
linear nevus sebaceous syndrome suggested that 
the central nervous system disturbances in the 
syndrome may be secondary to developmental 
vascular anomalies. Therefore, this syndrome 
exhibits important pathologic and angiographic 
similarities to the Sturge-Weber variety of 
neurocutaneous syndrome. (15 refs.) 


Department of Pediatrics 

Washington University 
School of Medicine 

St. Louis Children’s Hospital 

St. Louis, Missouri 63105 


2264 RAFFENSPERGER, JOHN G. Congenital 
defects of the gastrointestinal tract and 
abdominal wall. American Journal of 
Diseases of Children, 129(10):1145-1150, 
1975. 


Between July 1970 and July 1973 144 infants 
were treated for anomalies of the gastrointestinal 
tract or for abdominal wall defects at Children’s 
Memorial Hospital in Chicago. Sufficient time has 
elapsed to evaluate short term survival rates for 
these infants. Seventeen percent of the infants 
died, including infants who were not operated on 
and those dying from other causes up to 6 months 
later. The most common causes of death were 
associated defects, particularly of the CNS and of 
the heart. The fact that many infants were 
premature did not contribute to mortality in itself. 
Mortality in patients with esophageal atresia was 
not affected by differences in surgical technique, 
but 1 infant with total aganglionosis of his colon 
and 2 infants with gastroschisis may have survived 
with different modes of therapy. Parenteral 
alimentation emerged as the single most important 
factor in improved survival during this study 
period. (11 refs.) 


Division of General Surgery 
Children’s Memorial Hospital 
Chicago, Illinois 60614 





2265 ROBARDS, M. F.; THOMAS, G. G.; & 
ROSENBLOOM, L. Survival of infants 
with unoperated myeloceles, British Medi- 
cal Journal, 4(5987):12-13, 1975. 


A British neonatal surgical unit analyzed the 
criteria used to deny early back closure to children 
with spina bifida, and recorded the fate of such 
children referred to the unit over a 3-year period 
from 1972 to 1974. Findings indicated that 
drainage of hydrocephalus, and not early myelo- 
cele closure, was the critical procedure deter- 
mining survival. For example, of the patients 
denied early closure of the myelocele in 1973, 30 
percent survived at least one year, and all except 
one had valves inserted. Also, deaths after the first 
few months of babies with spina bifida were 
generally directly or indirectly a result of 
hydrocephalus. Consequently, medical and ethical 
considerations on the early management of infants 
with spina bifida should concentrate on the 
indications for treating hydrocephalus instead of 
the pros and cons of immediate myelocele closure. 
(9 refs.) 


Department of Neonatal Surgery 
Alder Hey Children’s Hopital 
Liverpool, England 


2266 OBERKLAID, FRANK; & DANKS, 
DAVID M. The Opitz trigonocephaly 
syndrome. American Journal of Diseases of 
Children, 129(11):1348-1349, 1975. 


A third infant with the Opitz trigonocephaly 
syndrome of multiple congenital abnormalities is 
reported. The female infant was born 2 weeks 
after term to healthy parents. Multiple abnormali- 
ties, particularly unusual facial and oral features, 
were quite obvious at birth. A firm bony structure 
covered with rugose mucous membrane was 
presumed to be the palate. A fissure (1-2mm wide, 
5-6mn high) ran in the middline from the bony 
palate to the uvula, and the palatal cleft was 
missing. Flexion deformities of both elbows, 
wrists, and fingers were present; the eyes displayed 
persistent pupillary membranes, central hyaloid 
arteries, and colomabos of the optic disks. The 
infant died 2 weeks later; post mortem examina 
tion revealed abnormalities of the kidneys, 
pancreas, liver, and thymus, none of which were 
unusual. This new case fails to provide any 
evidence regarding the cause of the syndrome, 
which is probably due to autosomal recessive 
inheritance. (2 refs.) 


Royal Children’s Hopital 
Victoria, Australia 
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2267 


HARRIS, _ R.; 
BARSON, A. J.; *ADDISON, G. M.; 
EVANS, K. T.; HIBBARD, BRYAN; 
LAURENCE, K. M.; LOWE, C. R.; & 
ROBERTS, C. J. Antenatal diagnosis of 


JENNISON, R. F.; 


spina bifida. British Medical Journal, 
2(5961):34-35, 1975. (Letters) 


Whereas amniotic alpha-fetoprotein (AFP) assay is 
a good test for detecting cases of spina bifida, the 
maternal serum AFP assay technique is still subject 
to much interlaboratory variation, and many 
practical and ethical problems connected with it 
remain unsolved. Estimation of maternal serum 
AFP may prove to be of value in the Clinical 
management of high-risk pregnancies, but the use 
of this test for antenatal mass screening for neural 
tube defects would represent a fundamental shift 
in obstetric practice. Reliable estimates of test 
reproducibility, sensitivity, and specificity and the 
optimum time for the serum test have to be 
defined, and public attitudes to the procedure 
must be examined. Hasty application of local 
screening programs before their value has been 
properly established will lead to unnecessary 
anguish for patients with false-positive results and 
false security for those with false-negative results. 


(3 refs.) 


Department of Medical Genetics 
and Pathology 

St. Mary’s Hospital 

Manchester, England 


*Welsh National School of Medicine 
Cardiff, Wales 


2268 FREIRE-MAIA, N.; FORTES, V. A.; 
PEREIRA, L. C.; OPITZ, JOHN M.; 
MARCALLO, F. A.; & CAVALLI, I. J. A 
syndrome of hypohidrotic ectodermal 
dysplasia with normal teeth, peculiar 
facies, pigmentary disturbances, psycho- 
motor and growth retardation, bilateral 
nuclear cataract, and other signs. /ournal 
of Medical Genetics, 12(3):308-310, 1975. 


A case is presented of a 7-year old girl with 
trichodysplasia, normal teeth, onychogryposis, 
hypohidrosis, psychomotor and growth retarda- 
tion, dry and warm skin with follicular hyper- 
keratosis, pigmentary disturbances (hyper- and 
hypochromic spots), bilateral nuclear cataract, 
dermatoglyphic anomalies, and other signs. The 








patient clearly has an ectodermal dysplasia, with 
extensive involvement of many tissues of ecto- 
dermal origin, although some of them (for 
example, the teeth) remain uninvolved. Her 
condition combines a variety of signs of other 
ectodermal dysplasias, which illustrates the fact 
that the existence of pathognomonic signs among 
malformation syndromes and dysplasias is exceed- 
ingly rare. On the basis of Freire-Maia’s classifica- 
tion (1971), the patient’s disorder belongs to the 
tricho-onycho-dys(hypo)hidrotic (or 1-3-4) sub- 
group of the ectodermal dysplasias. The child does 
not have a multiple congenital anomaly/MR 
syndrome, but a “pure” dysplasia, in this case an 
ectodermal dysplasia, with apparent involvement 
of the central nervous system. Psychomotor 
retardation and cataracts are also interpreted as 
manifestations of ectodermal involvement. (7 
refs.) 


Department of Genetics 
Institute of Biology 

Federal University of Parana 
Curitiba, Brazil 


2269 HO, C. K.; *KAUFMAN, R. L.; & PODOS, 
S. M. Ocular colobomata, cardiac defect, 
and other anomalies: a study of seven cases 
including two sibs. /ournal of Medical 
Genetics, 12(3):289-293, 1975. 


Clinical studies of 7 patients with ocular 
colobomata and congenital heart disease who had 
normal karyotypes in cultured blood lymphocytes 
are reported. Two of the patients are maternal half 
sisters. The association of ocular colobomata and 
congenital heart disease is felt to be nonrandom. A 
noxious agent present in the critical period of time 
common to both the eye and the heart, probably 
before 7 weeks of fetal life, might result in 
malformation of these 2 organs. Ocular colobo- 
mata are most frequently inherited as an 
autosomal dominant trait and rarely as an 
autosomal recessive or X-linked recessive trait. In 
the cases of the maternal half sisters, the recessive 
form of transmission seems unlikely, since the 
probability of both unaffected, unrelated fathers 
being heterozygous is extremely small. It is 
assumed that in this family the typical iris 
coloboma was transmitted as an autosomal 


dominant trait; cataracts were also present in the 
mother and both children. There is no indication 
of congenital heart disease at present in the 
mother, but the fact that both sisters of different, 
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unrelated, normal fathers have congenital heart 
disease suggests that the predisposition to the 
congenital heart disease also came from _ the 
mother. (31 refs.) 


*Department of Pediatrics 
St. Louis Children’s Hospital 
500 S. Kingshighway 

St. Louis, Missouri 63110 


2270 WYNNE-DAVIES, RUTH. Congenital 
vertebral anomalies: aetiology and relation 
ship to spina bifida cystica. Journal of 
Medical Genetics, 12(3):280-288, 1975. 


A survey was conducted in 2 scoliosis clinics to 
establish whether there was any etiological 
relationship between spina bifida cystica, spina 
bifida occulta, and other congenital vertebral 
defects. Evidence was obtained from a family 
survey of 337 patients, noting the proportions of 
affected relatives with the same or other spinal 
anomalies, and from epidemiological data. The 
index patients were divided into 4 groups: 39 
patients with spina bifida cystica, all of whom had 
vertebral body anomalies in addition to the neural 
arch defect; 79 patients with spina bifida occulta, 
all of whom had vertebral body anomalies in 
addition to a neural arch defect; 118 patients with 
multiple vertebral body anomalies; and 101 
patients with solitary vertebral body anomalies. It 
was found that multiple vertebral anomalies 
(without apparent spina bifida) are etiologically 
related to anencephaly and spina bifida cystica, 
carrying a 5-10 percent risk to subsequent sibs for 
any one of these defects. The implications for 
prenatal diagnosis are discussed. Solitary hemi- 
vertebrae and localized anterior defects of the 
vertebral bodies causing kyphoscoliosis are 
sporadic (nonfamilial) in nature, carrying no risk 
to subsequent sibs. (24 refs.) 


Department of Orthopaedic Surgery 
Clinical Genetics Research 
University of Edinburgh 

Edinburgh, Scotland 


2271 HORAN, FRANK; & *BEIGHTON, 
PETER. Autosomal recessive inheritance 
of osteogenesis imperfecta. Clinical Genet- 
ics, 8(2):107-111, 1975. 


Six cases of osteogenesis imperfecta (Ol) in 2 
closely related families in Southern Africa are 
reviewed. The condition is usually inherited as an 
autosomal dominant with varying clinical expres- 
sion, but in these cases the pattern of inheritance 
is consistent with autosomal recessive transmis- 
sion. There was no consanguinity among the 
parents, but each pair had a significant proportion 
of their genes in common. The ratios of affected 
and unaffected siblings in each of these families (2 
out of 14, and 4 out of 13) are in accordance with 
Mendelian ratios for autosomal recessive inheri- 
tance. As the 2 sets of parents were closely related, 
it is not unreasonable to suppose that they could 
have all been heterozygous for a recessive gene, 
while the 6 affected offspring were homozygotes. 
(7 refs.) 


*Department of Human Genetics 
Medical School 

University of Cape Town 

Cape Town, South Africa 


2272 JANSEN, JETTE. Sex-linked hydro- 
cephalus. Developmental Medicine and 
Child Neurology, 17(5):633-640, 1975. 


Seven males in 3 generations of a Danish kindred 
had hydrocephalus. This report and _ previous 
studies provide conclusive evidence that this 
disease entity is conveyed by X-linked recessive 
inheritance. Mental deficiency varies in severity, 
independently of the severity of hydrocephalus. 
Therefore, MR cannot be a consequence of 
hydrocephalus per se. Spasticity of the legs is 
usual, regardless of the degree of hydrocephalus, 
but it is not always found and cannot be 
considered secondary to the hydrocephalic 
process. The characteristic irregular cranium, 
asymmetrical face, thumb held across palm, and 
paradoxical plantar responses in hydrocephalus 
generally are unexplained phenomena. None of 
these signs have been found in carriers of the 
disease. Differences in mortality appear to be 
secondary to differences in the degree of 
hydrocephalus. (12 refs.) 


Department of Neuromedicine 
Rigshospitalet 

Blegdamsvej 9 

2100 Copenhagen, Denmark 
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2273 SKRE, H. A study of certain traits 
accompanying some inherited neurological 
disorders. Clinical Genetics, 8(2):117-135, 
1975. 


The distribution of mental and oculo-auditive signs 
was analyzed in cases of inherited neurological 
disorders with different types of manifestation and 
in different categories of families studied and was 
compared with that in a normal population. 
Feeblemindedness, dementia, mental disorder, 
epilepsy, optic atrophy, tape to retinal degenera- 
tions, cataracts, ophthalmoplegias, and _ neural 
hearing loss, although also found in family 
members without hereditary ataxias (HA), were 
more common in those with HA and _ allied 
disorders in the general population. Subjects with 
minor neurological signs previously defined as 
having an “unspecific neuropathy” (Un) displayed 
these traits most often, as well as kindred in which 
autosomal dominant HA segregated. Un clustering 
in such families is probably caused by genetic 
mechanisms different from that governing the 
classical HA in the family, and may be introduced 
into the HA kindreds by a negative selection. 
Epilepsy, surdity, tape to retinal degeneration, 
optic atrophy, and possibly dementia were found 
together with monomeric disease, as well as in the 
Un subjects, particularly in families with recessive 
HA. Un in such families may reflect manifestation 
of HA genes in heterozygotes. (54 refs.) 


Institute of Medical Genetics 
University of Oslo 
Oslo, Norway 


2274 HERRMANN, JURGEN; PALLISTER, 
PHILIP D.; TIDDY, WILLIAM; & OPITZ, 
JOHN M. The KBG syndrome=a syndrome 
of short stature, characteristic facies, 
mental retardation, macrodontia and 
skeletal anomalies. In: Bergsma, D., ed. 
New Chromosomal and Malformation 
Syndromes. (Birth Defects: Original 
Article Series, Volume 11, Number 5.) 
White Plains, New York: The National 
Foundation, 1975, pp. 7-18. | 


Seven patients from 3 unrelated families were 
reported as having a new malformation/MR 
syndrome, designated as the KBG syndrome on 
the basis of their initials. The most consistent 
Clinical features were MR, shortness of stature, 
telecanthus, widely arched maxilia with short 
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alveolar ridge, macrodontia, oligondontia, hand 
abnormalities, syndactyly of toes 2-3, radiographic 
costovertebral abnormalities, and delayed bone 
age. Anomalies of the teeth and skeleton were 
most striking. The incisors, and sometimes other 
teeth, were enlarged. Skeletal abnormalities 
included brachycephaly, biparietal prominence, 
and an increased incidence of wormian bones and 
cervical ribs. All affected individuals had a similar 
facial appearance. The KBG syndrome is ap- 
parently caused by an autosomal dominant mutant 
gene. (T ref.) 


University of Wisconsin Center for 
Health Sciences and Medical School 
Madison, Wisconsin 53706 


2275 GORLIN, ROBERT Jj.; BUSHKELL, 
LAWRENCE L.; & JENSEN, GUY. 
Leukonychia totalis, multiple sebaceous 
cysts and renal calculi: a syndrome, In: 
Bergsma, D., ed. New Chromosomal and 
Malformation Syndromes. (Birth Defects: 
Original Article Series, Volume 11, 
Number 5.) White Plains, New York: The 


National Foundation, 1975, pp. 19-21. 


A family of 4 generations demonstrated total 
leukonychia. Multiple sebaceous cysts and renal 
calculi were associated features of the syndrome. 
Renal glycosuria was evident in the 27-year-old 
propositus and his 65-year-old father. A paternal 
uncle had no history of renal calculi or other renal 
disease, and no information regarding glycosuria 
could be obtained for the paternal grandfather. 
The paternal great-grandfather was known to have 
had total leukonychia, but no other data were 
available. The inheritance of the syndrome is 
autosomal dominant. (7 refs.) 


Division of Oral Pathology 
School of Dentistry 

University of Minnesota 
Minneapolis, Minnesota 55455 


2276 WELSH, OLIVERIO, A study of a family 
with a new progeroid syndrome. In: 
Bergsma, D., ed. New Chromosomal and 
Malformation Syndromes. (Birth Defects: 
Original Article Series, Volume 11, 
Number 5.) White Plains, New York: The 
National Foundation, 1975, pp. 25-38. 
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Two males and 2 females from a family of 14 sibs 
presented with an atypical form of progeria. 
Clinical features were: complete arrest of somatic 
growth by age 11; initiation of somatic changes at 
age 6 or 7; partial alopecia in the males, without 
greying of the hair; skeletal changes of skull and 
facies resulting in a bird-like appearance; micro- 
gnathia; total or partial absence of both clavicles; 
bell-shaped thorax with severe acroosteolysis; and 
coxa valga. Marked hypoplasia of the sub 
cutaneous tissue and mottled hyperpigmentation 
of the skin, with sclerodermoid changes of the 
hands and feet, and dystrophic nails were 
prominent characteristics, Of the 3 . patients 
investigated, 2 had a borderline glucose tolerance 
test, and 1 showed a diabetic curve, The clinical 
and radiographic findings appear to constitute a 
new autosomal recessive progeroid syndrome, 
different from the classically described Werner and 
Hutchinson-Gilford syndromes. (19 refs.) 


University Hospital 
Universidad Autonoma de Nuevo Leon 
Monterrey, Mexico 


2277 ASHCRAFT, KEITH W.; HOLDER, 
THOMAS M.; & HARRIS, DAVID J. 
Familial presacral teratomas. In: Bergsma, 
D., ed. New Chromosomal and Malforma- 
tion Syndromes. (Birth Defects: Original 
Article Series, Volume 11, Number 5.) 
White Plains, New York: The National 
Foundation, 1975, pp. 143-146. 


A tumor complex consisting of presacral teratoma 
and sacral deformity was reported in 23 patients 
occurring in a familial pattern. Recurrent ab- 
scesses, rectal stenosis, and skin dimples also were 
found as manifestations of the tumor, and urinary 
tract anomalies were associated with the tumor in 
some patients. The age of discovery of the tumor 
ranged from 1 month to 89 years. The tumor 
differed considerably from the usual sacro- 
coccygeal teratoma. Only 1 of the 19 resected 
tumors proved to be malignant, although 2 
recurred in a benign manner. The tumor complex 
appears to be inherited as a dominant characteris- 
tic. In addition to the 23 patients with palpable 
tumors, 7 patients demonstrated part of this 
tumor complex. The 30 patients came from 6 
kindreds. (5 refs.) 


Department of Surgery 
Children’s Mercy Hospital 
Kansas City, Missouri 64108 





2278 STEIGNER, MARTIN; STEWART, RAY 
E.; & SETOGUCHI, YOSHIO. Combined 
limb deficiencies and cranial nerve dys- 
function: report of six cases. In: Bergsma, 
D., ed. New Chromosomal and Malforma- 
tion Syndromes. (Birth Defects: Original 
Article Series, Volume 11, Number 5.) 
White Plains, New York: The National 
Foundation, 1975, pp. 133-141. 


Six previously unreported cases of combined limb 
deficiencies and cranial nerve dysfunction were 
documented in males ranging in age from 1 to 20 
years. The major features were congenital 
disarticulation and congenital amputation asso- 
ciated with various orofacial deficits. The anato- 
mic variations in limb and facial anomalies in these 
Cases seemed to indicate that they were part of a 
single dysmorphic syndrome rather than a group 
of distinct clinical syndromes, as reported 
previously. The observed anomalies occurred ina 
pattern which suggested an intrauterine insult 
(environmental, genetic, or both) at between 3.5 
to 8 weeks, giving rise to an array of structural 
defects, the specificity of which depended upon 
the exact time at which the insult occurred. (11 
refs.) 


Department of Dentistry 
Harbor General Hospital 
Torrance, California 91309 


2279 MIRKINSON, ARTHUR E.; & MIRKIN- 
SON, NATALIE K. A familial syndrome of 
aniridia and absence of the patella. In: 
Bergsma, D., ed. New Chromosomal and 
Malformation Syndromes. (Birth Defects: 
Original Article Series, Volume 11, Num- 
ber 5.) White Plains, New York: The 
National Foundation, 1975, pp. 120-131. 


The combined occurrence of congenital aniridia 
and absence of the patellas was reported in 3 
generations of a family. The defect started 
spontaneously in the paternal grandmother of the 
proband, a 5-year-old boy, and was assumed to be 
a de novo mutation. The proband’s father was also 
affected. No individual expression of either of the 
defects was noted in other members of the 
kindred. This is the first report of a syndrome of 
aniridia and aplasia of the patella. There was no 
associated chromosomal abnormality or overt 
biochemical or some somatic defect. Dominant 
autosomal inheritance was indicated. (2 refs.) 


Genetics Laboratory 


North Shore University Hospital 
Manhasset, New York 11030 
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2280 MELNICK, MICHAEL; BIXLER, DAVID; 
SILK, KENNETH; YUNE, HUEN; & 
NANCE, WALTER E. Autosomal domi- 


nant branchiootorenal dysplasia. In: 
Bergsma, D., ed. New Chromosomal and 
Malformation Syndromes. (Birth Defects: 
Original Article Series, Volume 11, Num- 
ber 5.) White Plains, New York: The 
National Foundation, 1975, pp. 121-128. 


A father and 3 of his 6 living children had a mixed 
hearing loss with associated branchial abnormal- 
ities in a pattern consistent with autosomal 
dominant inheritance. All 4 affected individuals 
had an unusual bilateral renal dysplasia with 
distinctive anomalies of the collecting system. The 
patients had mixed hearing loss with a Mondini 
type cochlear malformation on tomography and 
evidence for stapes fixation on impedance 
audiometry, cup-shaped anteverted pinnas with 
bilateral prehelical pits, bilateral branchial fistulas 
opening inferior to the hyoid and anterior to the 
sternocleidomastoid, and moderately constricted 
palate with deep overbite. The findings indicated a 
defect in the growth and differentiation of the 
branchial arches, otocyst, and renal primordia. The 
father was the first known affected member of 
either the paternal or maternal relatives. No 
relatives were known to have any of the many 
stigmata characterizing the syndrome. (9 refs.) 


Department of Medical Genetics 
Indiana University Medical Center 
Indianapolis, Indiana 46202 


2281 JORGENSON, RONALD J.; MARSH, 
STEVEN J.; & FARRINGTON, FRANK 
H. Otodental dysplasia. In: Bergsma, D., 
ed. New Chromosomal and Malformation 
Syndromes. (Birth Defects: Original Arti- 
cle Series, Volume 11, Number 5.) White 
Plains, New York: The National Founda- 
tion, 1975, pp. 115-119. 


A condition similar to otodental dysplasia was 
seen in 4 generations of a central South Carolina 
family of northern German extraction apparently 
unrelated to a kindred of northern Italian origin in 
which the syndrome was documented earlier in 6 
consecutive generations. The proband, a white 
male child, demonstrated large protuberant 


helices, impacted primary teeth, large bulbous 
crowns of the primary and secondary teeth, and 
“double” pulp chambers in the primary molars. 





No appreciable hearing loss was noted. The father 
of the proband had protuberant ears, large crowns 
of the secondary canines, and_ thistle-tube 
configuration of the pulp chambers of the 
posterior teeth. The primary teeth were said to 
have been large and shaped like those of his son. A 
progressive decrease in hearing acuity early in the 
second decade of life resulted in the acquisition of 
a hearing aid by 25 years of age. The findings were 
consistent with autosomal dominant inheritance. 
(4 refs.) 


College of Dental Medicine 
Department of Pediatric Dentistry 
Medical University of South Carolina 
Charleston, South Carolina 29401 


2282 HALL, BRYAN D.; & RIGGS, FRANCIS 
D. A New familial metabolic disorder with 
progressive osseous changes, microcephaly, 
coarse facies, flat nasal bridge and severe 
mental retardation. In: Bergsma, D., ed. 
New Chromosomal and Malformation 
Syndromes. (Birth Defects: Original Arti- 
cle Series, Volume 11, Number 5.) White 
Plains, New York: The National Founda- 
tion, 1975, pp. 79-90. 


Normal consanguineous parents produced 6 of 15 
offspring with a progressive disorder involving a 
flat nasal bridge, microcephaly, SMR, short 
stature, and metaphyseal-epiphyseal abnormalities. 
The symptoms were postnatal in onset. Significant 
psychomotor delay was evident by 6 months of 
age, and poor linear growth and weight gain were 
obvious by 6 to 18 months. Microcephaly was 
documented as early as 16 months and became 
more severe with time. Seizures occurred in at 
least 4 of the 6 affected children. All of the 
affected children demonstrated persistently abnor- 
mal flat nasal bridges, small upturned nares, large 
lips, and total absence of speech. Gonadal function 
may have been affected. Metaphyseal and 
epiphyseal abnormalities were manifested as early 
as at 3% years and tended to become worse with 
age. The findings suggested a new autosomal 
recessive metabolic disorder with a recognizable 
pattern of abnormalities. 


University of California 
San Francisco, California 94122 
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2283 CANTU, JOSE-MARIA; HERNANDEZ, 
ALEJANDRO; RAMIREZ, JORGE; BER- 
NAL, MANUEL; RUBIO, GUILLERMO; 
URRUSTI, JUAN; & FRANCO- 
VASQUEZ, SERGIO. Lethal faciocardio- 
melic dysplasia--a new autosomal recessive 
disorder. In: Bergsma, D., ed. New 
Chromosomal and Malformation Syn- 
dromes. (Birth defects: Original Article 
Series, Volume 11, Number 5.) White 
Plains, New York: The National Founda- 
tion, 1975, pp. 91-98. 


Concordance for a distinct aggregate of congenital 
anomalies consisting mainly of dwarfism, facial 
dysplasia, severe cardiac defects, and limb 
malformations was observed in 3 males among 13 
sibs, the children of second cousin parents. The 
dwarfism seemed to be mesoacromelic because of 
dysplasia of those limb portions. The facial 
abnormalities could be related to a first arch 
developmental defect, except for the epicanthal 
folds. The cardiac defects observed in the 2 
autopsied cases were different but may have had a 
common embryopathogenic mechanism. Neonatal 
death occurred in the 3 babies by severe cardiac 
failure. Pedigree analysis suggested an autosomal 
recessive inheritance because of the presence of 
the disease in 3 of 13 children, the lack of 
phenotypic manifestation in ancestry, and the 
antecedent of parental consanguinity. However, 
since only males were affected, X-linked recessive 
inheritance could not be ruled out. (14 refs.) 


Seccion de Genetica 

Division de Biologia de la 
Reproduccion 

Departamento de Investigacion 
Cientifica 

Centro Medico Nacional 

Instituto Mexicano del Seguro 
Social, Apartado Postal 73-032 

Mexico 73, D. F., Mexico 


2284 ROBINOW, MEINHARD; & SORAUF, 
THOMAS J. Acrocephalopolysyndactyly, 
type Noack, in a large kindred. In: 
Bergsma, D., ed. New Chromosomal and 
Malformation Syndromes. (Birth Defects: 
Original Article Series, Volume 11, Num- 
ber 5.) White Plains, New York: The 
National Foundation, 1975, p. 99-106. 


The Noack type of acrocephalopolysyndactyly 
was highly variable in several members of the same 
family. The propositus presented with acroplagio- 
cephaly at 8 months of age. She had shallow 
orbits, bulging eyes, a beaked nose, thumbs 
showing a minor valgus of the distal phalanx, mild 
webbing of the second interdigital space, feet 
showing prominent valgus of the great toes and 
very broad toenails, and partial duplication of the 
proximal and distal phalanges. The coronal 
Craniosynostosis was corrected surgically. At 14 
months the child’s appearance was appreciably 
improved, and her development was age-appropri- 
ate. The mother of the propositus had no 
discernible acrocephaly. Her great toes showed a 
minor valgus of the distal phalanx but no 
suggestion of polydactyly, and her hand radio- 
graph was normal except for webbing in the 
second and third interdigital spaces. The older of 
her 2 brothers had the complete syndrome with 
double toenails. The facial appearance of her 
younger brother strongly suggested involvement, 
and his skull radiograph demonstrated conspicuous 
acrocephaly. The maternal grandmother had the 
full syndrome. The observed aggregate of ano- 
malies could have been classed as acrocephalo- 
syndactyly type V (Pfeiffer). (3 refs.) 


Birth Defects Clinic 
The Children’s Medical Center 
Dayton, Ohio 45419 


2285 GRIX, ART; BLANKENSHIP, WILLARD; 
PETERSON, ROBERT; & HALL, 
BRYAN. A new familial syndrome with 
craniofacial abnormalities, osseous defects 
and mental retardation. In: Bergsma, D., 
ed. New Chromosomal and Malformation 
Syndromes. (Birth Defects: Original Arti- 
cle Series, Volume 11, Number 5.) White 
Plains, New York: The National Founda- 
tion, 1975, pp. 107-114. 


Two Mexican-American brothers born 2 years and 
9 months apart to a nonconsanguineous 22-year- 
old-gravida 3, para 2 mother and a 23-year-old 
father presented with a distinct pattern of 
neurologic, osseous, and cranofacial characteristics 
representing a new familial syndrome, Increased 
fetal activity and postnatal growth deficiency were 
apparent in both cases. Neurologic symptoms were 
psychomotor retardation, microcephaly, and hy- 
pertonicity; 1 brother was affected by seizures. 
Both brothers had puffy eyelids, a high-set nose 
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and bulbous nasal tip, long simple philtrum, bifid 
tip of tongue, short ventral frenulum, prominent 
alveolar ridges, and micrognathia. Osseous defects 
included large thumbs and halluces, retroverted 
coccyx, and neonatally hypermineralized bones. 
The patients also manifested hypertrichosis, 
pilonidal dimple, and transverse truncal creases. 
Neither child exhibited any associated metabolic 
abnormalities. The inheritance pattern appeared to 
be either autosomal recessive or X-linked recessive. 
(3 refs.) 


Department of Pediatrics 
University of California 
Davis, California 95616 


2286 CHAR, FLORENCE; DOUGLAS, JOHN 
E.; & DUNGAN, WILLIAM T. Familial 
multiforme ventricular extrasystoles with 
short stature, hyperpigmentation and 
microcephaly--a new syndrome. In: 
Bergsma, D., ed. New Chromosomal and 
Malformation Syndromes. (Birth Defects: 
Original Article Series, Volume 11, Num- 
ber 5.) White Plains, New York: The 
National Foundation, 1975, pp. 63-69. 


A previously undescribed syndrome was reported 
in a 10-year-old white male and his 28-year-old 
mother with multiforme ventricular extrasystoles 
who also presented with short stature, hyperpig- 
mentation, microcephaly, peculiar dermatogly- 
phics, and borderline intelligence. The skin lesions, 
consisting of patchy areas of brown macular 
hyperpigmentation, were distinctly different from 
lentigines, a cardinal feature of the multiple 
lentigines syndrome, in which skin manifestations 
are associated with arrhythmia. The presence of 
dental abnormalities and premature loss of teeth 
were speculative. The results of physiologic and 
pharmacologic studies suggested that the mechan- 
ism of the patients’ ventricular arrhythmias 
depended upon multiple alternating reentrant 
pathways occurring below the His bundle, possibly 
promoted by depolarization wave dispersion 
secondary to adrenergic influence and partially 
suppressed with beta adrenergic blockade. Auto- 
somal dominant inheritance with high penetrance 
and variable expressivity was indicated. (5 refs.) 


University of Arkansas 
School of Medicine 
Little Rock, Arkansas 72233 


2287 ALFI, OMAR S.; HEUSER, EVA T.; 
LANDING, BENJAMIN H.; ROBINSON, 
RICKI E.; NADLER, SPENCER; & DON- 
NELL, GEORGE N. A syndrome of 
systemic hyalinosis, short-limb dwarfism 
and possible thymic dysplasia. In: 
Bergsma, D., ed. New Chromosomal and 
Malformation Syndromes. (Birth Defects: 
Original Article Series, Volume 11, Num- 
ber 5.) White Plains, New York: The 
National Foundation, 1975, pp. 57-62. 


Two female sibs, the third and fourth offspring of 
Mexican second cousin parents, presented with 
systemic hyalinosis, short-limb dwarfism, and 
possible thymic dysplasia. Autosomal recessive 
inheritance was indicated. The syndrome shares 
many of the clinical features reported in Puretic 
syndrome and Winchester syndrome, However, the 
osteolysis described in both syndromes were not 
Significant in the present probands, and the 
corneal opacity reported in the Winchester 
syndrome was absent. Greater distension of the 
endoplasmic reticulum and far less mitochondrial 
changes characterized these patients than those 
with Winchester syndrome. There was no pro- 
minence of the nuclear limiting zonule as reported 
in the Winchester syndrome. On the basis of their 
microscopic picture, this disorder and the Puretic 
and Winchester syndromes may all be considered 
as connective tissue disorders. 


Division of Medical Genetics 
University of Southern California 
Los Angeles, California 90033 


2288 WEISS, LESTER; REYNOLDS, WILLIAM 
A.; & SZYMANOWSKI, ROMUALD T. 
Familial frontometaphyseal dysplasia- 
-evidence for dominant inheritance. In: 
Bergsma, D., ed. New Chromosomal and 
Malformation Syndromes. (Birth Defects: 
Original Article Series, Volume 11, Num- 
ber 5.) White Plains, New York: The 
National Foundation, 1975, pp. 55-56, 


A 10-year-old black male and his 31-year-old 
mother shared many of the clinical and radio 
graphic features of frontometaphyseal dysplasia. 
While the proband demonstrated the full range of 
abnormalities previously described for this syn- 
drome, manifestations were less severe in the 
mother. Her conductive hearing loss did not 
require a hearing aid, and the supraorbital 
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hyperostosis was not as striking as it was in the 
child. She did have contractures of the fifth fingers 
bilaterally but lacked the hypoplastic musculature 
of her son. Her radiographs showed abnormalities 
of the skull, thoracic scoliosis, and flared ilia, but 
she did not have the boy’s midpelvic constriction 
or striking abnormalities in the ribs and tubular 
bones. The occurrence of the syndrome in a 
mother and son strongly suggested that the 
condition is genetic and inherited as a mendelian 
dominant. (2 refs.) 


Cytogenetics Laboratory and 
Genetic Counseling Clinic 
Department of Pediatrics 
Henry Ford Hospital 
Detroit, Michigan 48202 


2289 ARMENDARES, SALVADOR; ANTIL- 
LON, FLORENCIO; DEL CASTILLO, 
VICTORIA; & JIMENEZ, MIGUEL. A 
newly recognized inherited syndrome of 
dwarfism, craniosynostosis, retinitis pig- 
mentosa and multiple congenital malfor- 
mations. In: Bergsma, D., ed. New 
Chromosomal and Malformation Syn- 
dromes. (Birth Defects: Original Article 
Series, Volume 11, Number 5.) White 
Plains, New York: The National Founda- 
tion, 1975, pp. 49-53. 


Three Mexican male sibs with growth deficiency 
presented with a previously unrecognized pattern 
of craniofacial and limb anomalies. Their birth- 
weights were 2.8, 3.2, and 3.1kg, respectively. A 
growth defect was evident in Case 1 at 7 years 1 
month, in Case 2 at 10 years, and in Case 3 at 4 
months of age. Consistent findings were micro- 
cephaly and cranial asymmetry, craniosynostosis, 
small face, short obtuse nose, micrognathia, high 
palate, prominent or malformed auricles, and short 
fifth fingers with clinodactyly and hypoplasia of 
the middle phalanx. Ophthalmologic examination 
performed in Cases 1 and 2 revealed marked 
diminution of visual acuity, irregular dispersion of 
the pigment of the retina more accentuated at the 
periphery and less marked at the posterior pole, 
constriction of the visual fields, and narrowing of 
the retinal arteries. Mental development was 
normal, at least in Cases 1 and 2. The presence of 
the abnormal phenotype in 3 sibs with presumed 
parental consanguinity and the lack of phenotypic 





manifestations in the parents or other first-degree 
relatives suggested autosomal recessive inheritance. 
(2 refs.) 


Seccion de Genetica 

Departmento de Investigacion 
Cientifica 

Instituto Mexicano del Seguro 
Social 

Apartado Postal 73-032 

Mexico 73, D.F., Mexico 


2290 PASHAYAN, HERMINE M.; FRASER, F. 
CLARKE; & PRUZANSKY, SAMUEL. 
Variable limb malformations in the Brach- 
mann-Cornelia de Lange syndrome. In: 
Bergsma, D., ed. New Chromosomal and 
Malformation Syndromes. (Birth Defects: 
Original Article Series, Volume 11, Num- 
ber 5.) White Plains, New York: The 
National Foundation, 1975, pp. 147-156. 


Variable abnormalities of the upper limbs were 
found in 10 patients who were obvious cases of 
the Brachmann-Cornelia de Lange syndrome. 
Clinical, photographic, and roentgenographic 
evaluation of 20 upper limbs showed 8 of 12 
upper limbs studied to have extensive malforma- 
tions including a missing long bone and absent 
fingers, metacarpals, and carpals. Of the remaining 
12 upper limbs, the most frequent findings were 
micromelia, clinodactyly of the fifth digits, single 
crease on the fifth digits, proximal insertion of the 
thumb, hypoplastic middle and distal phalanges of 
the fifth digits, short and unusually broad first 
metacarpals, and deformity of the proximal radial 
metaphysis with or without subluxation. The 
humeral and radial deformities were variable and 
included short, broad humeri, elongated humeral 
neck, subluxation and dislocation of the radii with 
rounding, and hypoplasia of the proximal radial 
metaphyses. (8 refs.) 


Tufts University Medical 
School 
Boston, Massachusetts 02111 


2291 ANTLEY, RAY M.; UGA, NAOKI; BUR- 
ZYNSKI, NORBERT J.; BAUM, 
RICHARD S.; & BIXLER, DAVID. Diag- 
nostic criteria for the whistling face 
syndrome. In: Bergsma, D., ed. New 
Chromosomal and Malformation Syn- 
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dromes. (Birth Defects: Original Article 
Series, Volume 11, Number 5.) White 
Plains, New York: The National Founda- 
tion, 1975, pp. 161-168. 


Three new sporadic cases of whistling face 
syndrome involving a white female infant, a white 
female aged 8.5 years old, and a 12-year-old white 
male were reported. The small mouth, hypoplastic 
nose, and deep-set eyes found in each case were 
characteristic features of the syndrome. Aniridia 
and microtia, 2 anomalies previously unreported 
and found in 1 of these cases, illustrated a new 
variation in the basic computation of signs in the 
syndrome. The exhibited skeletal changes demon- 
strated in typical fashion the growth retardation, 
joint contractures of the fingers and thumbs, ulnar 
deviation of the fingers without bony abnormali- 
ties, and scoliosis found previously. Whereas earlier 
cases generally have had normal intelligence, these 
3 cases showed that MR is not an uncommon 
feature of the syndrome. One patient may have 
represented a particularly lethal form of the 
syndrome, characterized by the typical anatomic 
features, accentuated feeding difficulty, severe 
developmental retardation, and death due to 
respiratory complication at an early age. (12 refs.) 


Indiana-Purdue University 
Indianapolis, Indiana 46202 


2292 LAZOFF, STEPHEN G.; RYBAK, J AMES 
J.; PARKER, BRUCE R.; & LUZZATTI, 
LUIGI. Skeletal dysplasia, occipital horns, 
diarrhea and obstructive uropathy--a new 
hereditary syndrome, In: Bergsma, D., ed. 
New Chromosomal and Malformation 
Syndromes. (Birth Defects: Original Arti- 
cle Series, Volume 11, Number 5.) White 
Plains, New York: The National Founda- 
tion, 1975, pp. 71-74. 


A previously undescribed complex of clinical and 
roentgenographic abnormalities including a unique 
bone dysplasia, chronic diarrhea, and urinary tract 
obstruction was identified in an 11-year-old boy 
and 2 maternal uncles, At age 2, the proband was 
found to have an unusual facial appearance and 
prominent elbows similar to those of his uncles 
and also of a maternal cousin, Radiographic 
findings for the boy included the appearance of 
occipital horns, bony projections extending 
inferiorly from the occiput that were parasagittal 
in location and bilaterally symmetric. Examination 





of the wrists revealed capitate-hamate fusion anda 
slight increase of the radioulnar angle. There was 
mild platyspondyly and marked flattening of the 
acetabular angle and bilateral coxa valga in 
association with diffuse osteoporosis. Skeletal 
changes were similar in the uncles. The proband 
was in a Class for educationally handicapped 
children; both uncles had low-normal intelligence. 
Inheritance would seem to be an X-linked recessive 
pattern if the cousin is not affected and autosomal 
dominant with variable penetrance if he is 
affected. 


Department of Pediatrics 

Stanford University Medical 
Center 

Stanford, California 94305 


2293 LEVIC, ZVONIMIR M.; STEFANOVIC, 
BRANKO S.; NIKOLIC, MILISAV Z.; & 
PISTELJIC, DUSAN T. Progressive nuclear 
ophthalmoplegia associated with mental 
deficiency, lingua scrotalis, and other 
neurologic and ophthalmologic signs in a 
family. Neurology, 25(1):68-71, 1975. 


A unique syndrome consisting of congenital 
external ophthalmoplegia, bilateral facial weak- 
ness, lingua scrotalis, progressive chorioretinal 
sclerosis, and an intellectual deficit was observed 
in 6 members of a family: the mother, 3 
daughters, and 2 sons. Parinaud’s syndrome and 
convergence paresis were found in 1 member of 
the family, bilateral facial weakness in 2 members, 
and bilateral ptosis and almost complete ophthal- 
moplegia in 3 members. The electromyographic 
studies performed indicated a neurogenic etiology 
for the ophthalmoplegia. Two of the members of 
the family had myopia, and 3 members had 
different stages of progressive chorioretinal sclero- 
sis. Those members with ophthalmoplegia had low 
IQs, with the mother having the lowest. All the 
family members had lingua scrotalis. Electroreti- 
nographic reactions were subnormal or absent in 
patients with chorioretinal degeneration. Although 
the data are insufficient, the fact that a similar 
syndrome was found in the mother and the 
children indicates the possibility of an extensive 
abiotrophic process that could be genetically 
conditioned. (18 refs.) 


Faculty of Medicine 
University of Belgrade 
Ul. Dr. Subotica br. 6 
YU 11000 

Belgrade, Yugoslavia 
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2294 ELLISON, F. E. Term pregnancy in a 
patient with myelomeningocele, uretero- 
ileostomy and partial paraparesis. Ameri- 
can Journal of Obstetrics and Gynecology 
123(1):33-34, 1975. 


A case of pregnancy complicated by uretero- 
ileostomy, neural tube malformation, and a slight 
degree of paralysis affecting the lower extremities 
is reported. Owing to recurrent kidney infection 
and inability to abduct the lower extremities 
adequately, a classical cesarean section and 
bilateral partial salpingectomy were performed. An 
apparently normal infant was delivered. The 
patient’s immediate postpartum course was un- 
eventful, but she later underwent transabdominal 
bilateral ureteral thotomy for renal stones, with 
good results. Uretero-ileostomy, myelomeningo- 
cele, and paraparesis are not absolute contraindica- 
tions for pregnancy. These patients should be 
evaluated prior to pregnancy, if possible, noting 
the cause for the urinary diversion and the renal 
Status. Any change in the stoma such as stenosis or 
retraction during the pregnancy must be corrected. 
Acute infection of the kidney, the main 
complication, must be treated vigorously. (4 refs.) 


12 South Leach Street 
Greenville, South Carolina 29601 


2295 TOMASOVIC, JERRY A.; *NELLHAUS, 
GERHARD; & MOE, PAUL G. The 
bobble-head doll syndrome: an early sign 
of hydrocephalus. Two new cases and a 
review of the literature. Developmental 
Medicine and Child Neurology, 
17(6):777-792, 1975. 


Head bobbing is a sign of obstructive hydro- 
cephalus which can be treated neurosurgically. In 
2 recently reported cases of hydrocephalic 
children, head bobbing preceded other signs of 
symptoms of increased intracranial pressure by 6 
months. These patients, and 11 _ previously 
reported cases, had enlarged head and other 
neurological abnormalities related to hydro- 
cephalus. Abnormal pyramidal-tract findings were 
Observed in most cases. The pathogenesis of the 
bobble-head doll syndrome is unexplained. Among 
the suggested mechanisms is compression by a 
distended third ventricle upon the medial aspects 
of the dorsomedial thalamic nucleus and its 
connections with the basal ganglia and motor 
cortex. The need for early differential diagnosis is 
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underscored by the occurrence of head movements 
in spasmus nutans, congenital nystagmus, essential 
tremor, tics, and other pathologically benign 
conditions. (26 refs.) 


*University of Colorado Medical 
Center 

4200 East Ninth Avenue 

Denver, Colorado 80220 


2296 SWIFT, THOMAS R.; IGNACIO, OLE- 
GARIO J.; & DYKEN, PAUL R. Neonatal 
dystrophia myotonica. Electrophysiologic 
studies. American Journal of Diseases of 
Children, 129(6):734-737, 1975. 


Hypotonia, facial diparesis, ‘‘tented’’ upper lip, 
and arthrogryposis of both knees were among the 
clinical features which led to the diagnosis of 
dystrophia myotonica in a 3-hour-old boy. 
Electromyography (EMG) at 5 days confirmed the 
diagnosis, disclosing characteristic bursts of electri- 
cal activity that waxed and waned on muscle 
percussion or needle movement. Review of the 
family constellation indicated that the disease 
followed a typical autosomal dominant inheri- 
tance. Identification of myotonic discharges in the 
newborn infant enables the establishment of a 
specific diagnosis and may help eliminate other 
conditions that resemble dystrophia myotonica. 
(13 refs.) 


Electromyography Laboratory 
Medical College of Georgia 
Augusta, Georgia 20902 


2297 SHOENFELD, YEHUDA; FRIED, 
AMNON; & EHRENFELD, NACHUM. 
Osteogenesis imperfecta. Review of the 
literature with presentation of 29 cases. 
American Journal of Diseases of Children, 
129(6):679-687, 1975. 


Genetic, pathological, and clinical features of 
osteogenesis imperfecta (Ol) were described in 29 
patients from 12 families. Findings illustrated the 
variable nature of the rare, inherited condition, 
which is characterized by abnormally brittle 
bones. The basic abnormality appears to be 
hypoplasia of the mesenchyme, manifested pri- 
marily in the bones. Histological findings included 
a generalized hyperosteocytosis, increased intra- 
trabecular resorption, and immaturity of architec- 
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ture. MR has been reported in a single case of Ol, 
but since it occurred together with cystinuria, it is 
not believed to be a feature of the condition. The 
best form of treatment seems to be prophylactic 
or supportive. Corrective therapy should not be 
attempted before late adolescence. Problems 
relating to osteogenesis imperfecta and pregnancy 
include the possibility that an afflicted infant may 
acquire fractures during delivery. Prevention or 
complete cure of the disease await further 
elucidation of the basic etiology. (121 refs.) 


Heller Institute of Medical 
Research 

Tel-Hashomer Hospital 

Tel-Aviv, Israel 


2298 CAMPBELL, STUART; PRYSE-DAVIES, 
J.; COLTART, T. M.; SELLER, MARY; & 
SINGER, J. D. Ultrasound in diagnosis of 
spina bifida. Lancet, 1(7920):1336-1337, 
1975. (Letter) 


To stimulate interest in the field of ultrasonic 
diagnosis, Dr. Campbell and colleagues reported 3 
cases where they used ultrasonic examinations in 
the antenatal diagnosis of neural tube defect. 
Ultrasonic diagnosis appears to be valuable also in: 
1) accurate assessment of fetal menstrual age to 
determine the correct timing of amniocentesis and 
to prevent misinterpretation of AFP values; 2) 
confirmation of fetal life and detection of other 
abnormalities; 3) early diagnosis of multiple 
pregnancy. Dr. Campbell and colleagues agree with 
Drs. Goldie and Monk that fetal blood contamina- 
tion can result in a significant rise in amniotic fluid 
AFP levels. The Kleihauer acid-elution test should 
be performed on all samples of blood stained 
amniotic fluid and the results considered unre- 
liable if there is a significant number of fetal cells. 


Queen Charlotte’s Maternity Hospital 
London W6 OXG, England 


2299 WEGENKE, J. D.; UEHLING, D. T.; 
WEAR, J. B., JR.; GORDON, E. S.; 
BARGMAN, J. G.; DEACON, J.S.R.; 
HERRMANN, J.P.R.; & *OPITZ, J. M. 
Familial Kallmann syndrome with uni- 
lateral renal aplasia. C/inical Genetics, 
7(5):368-381, 1975. 


Two brothers and their male double first cousin 
presented with the Kallmann syndrome and 
unilateral renal aplasia, associated in 1 patient with 
ipsilateral absence of the testis. The pedigree 
demonstrated X-linked or male-sex-limited auto- 
somal dominant inheritance; the other of the sibs 
had hypotelorism, clinically and on roentgeno- 
graphic measurement. The presence of at least 2 
developmental field defects in the patients (the 
absence of olfactory lobes/hypotelorism field 
defect and the unilateral renal aplasia, meso- 
nephric duct and testicular hypoplasia field defect) 
and the finding of other, especially skeletal, 
anomalies reported previously indicate that the 
Kallmann syndrome is in fact a multiple congenital 
anomaly syndrome. The Kallmann syndrome is a 
term currently applied to any male with hyposmia 
or anosmia and eunuchoidism. Whereas hetero- 
zygous females may also show manifestations of 
anosmia, hypogonadism, and possibly even inter- 
nal genital malformation, sporadic female cases of 
anosmic hypogonadism should probably be 
designated as examples of the olfacto-genital 
syndrome of DeMorsier. (27 refs.) 


*Room 109, Genetics Building 
University of Wisconsin 
Madison, Wisconsin 53706 


2300 CHERSTVOY, E. D.; LAZJUK, G. L,; 
LURIE, |. W.; NEDZVED, M. K.; & 
USOEV, S. S. The pathological anatomy of 
the Smith-Lemli-Opitz syndrome. Clinical 
Genetics, 7(5):382-387, 1975. 


The Smith-Lemli-Opitz syndrome was diagnosed in 
a 3,400g boy stillborn to a 20-year-old woman 
after a normal, full-term pregnancy and labor 
complicated by premature rupture of the mem- 
branes and in a 3,400 girl born by breech 
presentation after her 34-year-old mother’s third 
pregnancy. In both cases, the typical appearance 
and visceral malformations were seen. Autospy 
revealed congenital brain abnormalities consisting 
of hypoplasia of the frontal lobes and of the 
corpus callosum, aplasia of the splenium, and 
increased cerebellar weight; in the second patient, 
the hemispheres were asymmetrical. Histological 
brain changes were not identical. In the first 
patient, circulatory and dystrophic disturbances in 
different areas of the cortex and subcortical 
ganglia were predominant, and _ clusters of 
heterotopias of Purkinje-like cells were present. In 
the second case, the most prominent cortical 
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changes were located mainly in the _ fourth, 
seventh, seventeenth, and twenty-first fields; 
neurones in subcortical ganglia exhibited chroma- 
tolysis, and numerous ectopic Purkinje cells were 
found in the cerebellar white matter. Case 2 
confirmed the probable relation between the 
syndrome and the homozygous state of an 
autosomal recessive gene. (13 refs.) 


Laboratory of Teratology 
Medical Genetics 

Minsk Medical Institute 

Minsk, U.S.S.R. 

2301 GILCHRIST, KENNEDY W.; GILBERT, 

ENID F.; SHAHIDI, NASROLLAH T.; & 

OPITZ, JOHN M. The evaluation of infants 

with the Zellweger (cerebro-hepato-renal) 

syndrome. Clinical Genetics, 7(5):413-416, 

1975. 


The Zellweger (cerebro-hepato-renal) syndrome 
should be suspected in every hypotonic newborn 
infant and, if confirmed, should be followed 
carefully through detailed and comprehensive 
evaluation. Since it is unsettled whether the 
syndrome is a multiple congenital anomaly/MR 
syndrome, an inborn error of metabolism, or both, 
and since the pathogenesis of the syndrome is 
unknown, careful study of possible cases is 
necessary. A complete, 3-generation family history 
should be taken on every case. Physical features 
and clinical pathophysiologic parameters should be 
evaluated. Immunologic screening is indicated 
because of documented immune deficiency and 
hypoplasia of thymus. Study of biopsy tissue 
should include total iron assay, hemosiderin/ 
ferritin ratio, ultrastructural study of mito- 
chondria, (micro) peroxisomal structures, and 
glycogen content, frozen sections, and biochemical 
assays. Autopsy should be performed promptly to 
permit the same studies. (26 refs.) 


Department of Pathology 

University of Wisconsin Center for 
Health Sciences and Medical School 

470 North Charter Street 

Madison, Wisconsin 53706 


2302 NEUHAUSER, GERHARD; & OPITZ, 
JOHN M. Autosomal recessive syndrome 
of cerebellar ataxia and hypogonadotropic 


hypogonadism. Clinical Genetics, 
7(5):426-434, 1975. 
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At least 4 of 15 family members (2 brothers and 2 
sisters) manifested a syndrome of cerebellar ataxia 
and hypogonadism. Their father and mother were 
second cousins, a fact confirmed by genealogical 
studies. Cerebellar symptoms, weakness, gait 
disturbances, and tremor occurred first at about 
12 to 20 years of age in 3 of the sibs and at 33 to 
38 years in the fourth. The neurologic symptoms 
of truncal ataxia, nystagmus, muscular hypotonia, 
rebound phenomenon, dysdiadochokinesia, and 
speech difficulties were consistent with the 
diagnosis of cerebellar ataxia. Sexual development 
was delayed in all affected sibs. Hypogonadotropic 
hypogonadism was reflected in failure of matura- 
tion of secondary sexual characteristics, 
enuchoidism, absence of libido, and _ infertility. 
The concurrence of hereditary ataxia and hypo- 
gonadotropic hypogonadism was interpreted as a 
pleiotropic effect caused by the homozygous state 
of a rare autosomal recessive gene. (44 refs.) 


Clinical Genetics Center 
109 Genetics Building 
Madison, Wisconsin 53706 


2303 SIGGERS, DAVID C. Cleidocranial dysos- 
tosis. Deve/opmental Medicine and Child 
Neurology, 17(5):522-523, 1975. 


Cleidocranial dysostosis, a rare genetic disease, 
traceable back more than 30,000 years, is found 
among many ethnic groups. Abnormal skull shape, 
delayed closure of the anterior fontanelle and 
cranial sutures, hypoplastic or absent clavicles, 
delayed eruption of the secondary definition, and 
abnormalities of the bony pelvis are all anomalies 
associated with cleidocranial dysostosis. With few 
exceptions, the clinical manifestations of the 
disease are confined to the osseous skeleton. The 
disorder is genetically transmitted as an autosomal 
dominant gene of high penetrance. Usually the 
intelligence is normal in cleidocranial dysostosis, 
but occasionally there may be intrapartum brain 
damage from cephalopelvic disproportion. In the 
neonatal period cleidocranial dysostosis is some- 
times misdiagnosed as hydrocephalus. (10 refs.) 


Southampton General Hospital 
Southampton SO9 4XY, England 


2304 ALEKSIC, S.; BUDZILOVICH, G,; 
REUBEN, R.; LAGUNA, J.; FINEGOLD, 
M.; MCCARTHY, J.; CONVERSE, J. M.; & 
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FEIGIN, 1. Unilateral arhinencephaly in 
Goldenhar-Gorlin syndrome. Develop- 
mental Medicine and Child Neurology, 
17(4):498-504, 1975. 


Post mortem examination was performed on the 
brain of a 22-year-old female with clinical features 
of oculo-auriculo-vertebral dysplasia and hemi- 
facial microsomia (Goldenhar-Gorlin syndrome). 
Findings showed a unilateral absence of the 
olfactory bulb and tract. Associated cerebral 
malformations included ipsilateral hypoplasia of 
the orbital gyri, hypothalamus, and temporal lobe. 
An attempt was made to correlate various 
nosological, clinical, and pathological aspects of 
the case with previously reported instances of 
arhinencephaly. The researchers concluded that 
unilateral arhinencephaly occurs in a variety of 
Cranial and facial abnormalities and is not specific 
for any particular syndrome. (28 refs.) 


Bellevue Hospital 
New York, New York 10016 


2305 SHER, PHYLLIS K.; & BROWN, STUART 
B. A longitudinal study of head growth in 
pre-term infants: II: Differentiation 
between ‘catch-up’ head growth and early 
infantile hydrocephalus. Developmental 
Medicine and Child Neurology, 
17(6):711-718, 1975. 


An effort was undertaken to differentiate the 
various deviations from expected patterns of head 
growth, in particular to identify the distinction 
between normal ‘catch-up’ head growth and 
growth which is truly excessive. Eighteen low birth 
weight infants between 1,000 and 1,800g were 
studied by correlating head-growth velocity curves 
with medical status and gestational age. Three 
distinct patterns of head growth were observed: 1) 
infants who after recovery from illness manifested 
head growth patterns described for sick preterm 
infants; 2) sick infants who after recovery attained 
rates of head growth which were compatible with 
those observed in healthy children; and 3) healthy 
infants with abnormally high rates of head growth. 
The infants in the second group did not cross 
percentiles for head growth or manifest signs of 
increased intercranial pressure. They were hydro- 
cephalic. Infants in the third group were found to 
have enlargement of the ventricular system 
compatible with hydrocephalus. (13 refs.) 
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University of Miami School of 
Medicine 

P.O. Box 520875 Biscayne Annex 

Miami, Florida 33152 


2306 TEW, BRIAN. Intelligence, speech and 
language development in hydrocephalic 
children. Developmental Medicine and 
Child Neurology, 17(5):537, 1975. 
(Letter) 


Khan and Soare’s failure to find language 
abnormalites in their hydrocephalic children 
(DMCN, 17, 116) is in contrast to other reports. 
The explanation seems to be largely in their 
sample. Ss were a selected group of 7 year olds, 
and there is evidence that the “cocktail party 
syndrome”’ present at 5 years of age may be absent 
by age 10 years. Although the syndrome is 
associated with low intelligence, their children 
were mainly of average intelligence. The re- 
searcher’s failure to define the criteria for 
identifying the syndrome may affect their findings 
as compared with those of other reports. (4 refs.) 


Welsh National School of Medicine 
Health Park, Cardiff CF 4 4XN, Wales 


2307 *GRAY, F.; **KITAU et al.; ***GOLDIE, 
D. J.; & MONK, ANTOINETTE M. Lancet 
1(7920):1336, 1975. (Letters) 


Dr. Gray points out that Dr. Campbell and 
colleagues reported 3 cases in which ultrasonic 
examination was used in the antenatal diagnosis of 
neural tube defect. On the basis of 3 cases, 1 
successful, 1 partially successful, and 1 unsuccess- 
ful, they concluded that ultrasonic examination 
has an important role in the prenatal assessment of 
cases at risk of having a spina bifida baby. Was 
such a conclusion really printed as an example of 
scientific medicine? Dr. Kitan et al. state that 
more accurate studies of amniotic fluid are 
possible if hemoglobin is characterized as either 
adult or fetal in any blood-stained specimen of 
liquor ameni. If a proportion of the blood is of 
fetal origin, the levels of AFP in amniotic fluid and 
in any maternal sample collected subsequently are 
considered unreliable. Drs. Goldie and Monk urge 
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that bloodstained amniotic-fluid be 


samples 
treated with caution and fetal cells be looked for 
in every case. Samples contaminated with fetal 
blood should be discarded. (5 refs.) 


*Heather wyck 
High Hurst Close 
Newick Sussex, England 


**St. Bartholomew’s Hospital 
London EC1, England 


***Southmead Hospital 
Bristol BS10 5NB, England 


2308 MARTIN, HAROLD P. Selection for early 
treatment of myelomeningocele. Deve/op- 
mental Medicine and Child Neurology, 
17(5):682-683, 1975. (Letter) 


Objection is raised to the statement by Stein et al. 
(DMCN, 17, 311) that ‘‘we consider any child with 
a minimal to moderate handicap to have a 
satisfactory prognosis.” It would be better if Stein 
and co-workers would consider other measures of 
success. For example, it is possible for a child who 
cannot walk and who has physical deformities and 
an IQ below 80 to be a happy meaningful, 
productive child and adult. Part of the legitimate 
role of a pediatrician is child advocacy, speaking 
out for what seems best for a child’s health, 
welfare, and happiness. Judgmental labels modify 
Clinical decisions regarding the health and welfare 
of children. 


University of Colorado Medical Center 
Denver, Colorado 


2309 WEINBERG, ARTHUR G.; & KIRK- 
PATRICK, JOEL B. Cerebellar hypoplasia 
in Werdnig-Hoffman disease. Deve/op- 
mental Medicine and Child Neurology, 
17(4):511-516, 1975. 


The case of a male infant, born 4 weeks post due, 
with Werdnig-Hoffman disease is reported. The 
infant expired at age 4% days. Post mortem 
examination revealed severe cerebellar hypoplasia, 
associated with degenerative changes in the brain 
stem nuclei. This case is consistent with the 
concept that cerebellar hypoplasia may develop as 
a manifestation of the neuronal abiotrophy of 
Werdnig-Hoffman disease. Researchers noted a 
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similarity of the lesions of the cerebellar cortex 
seen in patients to the lesions observed in cats 
infected with feline panleukopenia virus and other 
viral agents. (19 refs.) 


Children’s Medical Center 
Dallas, Texas 75235 


2310 HOLTER, H.; HOBBINS, J. C.; & BAUM- 
GARTEN, A. Alpha-fetoprotein as an 
indicator of fetal condition. Lancet, 
2(7926):184-185, 1975. (Letter). 


The results of a 3-year study using a radial 
immunodiffusion technique to determine amniotic 
fluid alpha-fetroprotein (AFP) levels in second 
trimester patients whose fetuses were genetically 
at risk for neural tube defects are discussed. The 
mean AFP concentration in 26 samples from 
normal pregnancies between 15 and 18 weeks’ 
gestation was 8.6microg/ml. In 11 samples from 
normal 19 to 22 weeks’ gestation, the AFP levels 
varied between 2.4 and 9.1 microg/ml. The 
preliminary data from this study agree with the 
results of other investigators using the more 
sensitive but more complex radioimmunoassay. A 
correlation between elevated AFP levels and 
certain abnormal conditions of pregnancy, such as 
toxemia and diabetes, is suggested, but examina- 
tion of third trimester pregnancies is necessary to 
validate these suggestions. The results of this study 
may enable centers not capable of performing 
more complicated assays to obtain information 
about fetal well-being using simple immunodif- 
fusion assay. (11 refs.) 


Department of Obstetrics and Gynecology 
Yale University School of Medicine 
New Haven, Connecticut 


2311 PHILIPPE, J. V. Fertility and irradiation: a 
preconceptional investigation in teratol- 
ogy. American Journal of Obstetrics and 


Gynecology, 123(7):714-718, 1975. 


Six groups of nulliparous Swiss-Webster mice 
received whole body irradiation at single doses of 
25, 50, 75, 100, 150, and 300 rads to determine 
the effects on female fertility. Ss were mated with 
nontreated males and killed on gestational day 18. 
Litters were recorded in chronological order of 
their occurrence within each group of 35 mice. As 
dose increased, the percentages of pregnancies 
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decreased, and prenatal loss increased. A ‘‘maxi- 
mum viability enclave’ was indicated by the 
middle group of pregnancies (100 rads) devoid of 
resorptions, fetal death, and congenital anomalies. 
Beyond this potentially safe level, 3 adverse effects 
were more or less homogeneously distributed over 
the whole period for which pregnancies were 
recorded: exencephaly, microcephaly, and eye 
defects. The possibility of a “maximum viability 
enclave’ holds important implications for genetic 
counseling. (18 refs.) 


P.O. Box 1471 
Station ‘‘A”’ 
Montreal, Quebec, H3C 29, Canada 


2312 CREMERS, C.W.R.J.; TER HAAR, 
B.G.A.; & VAN RENS, T.jJ.G. The 
Nathalie syndrome. A new hereditary 
syndrome. Clinical Genetics, 8(5):330-340, 
1975. 


Four children out of 7 in 1 family exhibited 
features of a new syndrome which appears to be 
an autosomal recessive trait. Clinical features of 
the syndrome, which has been classified as the 
Nathalie syndrome, include deafness, cataract 
muscular atrophy, skeletal abnormalities, growth 
retardation, undeveloped secondary sexual charac- 
teristics, and electrocardiographic abnormalities. 
The hereditary nature of the syndrome is 
supported by the fact that 1 child suffering from 
the syndrome has a healthy dizygotic twin. The 
mother’s family exhibited some features of the 
syndrome, Electromyographic and electroneuro- 
graphic investigations of the mother were not 
conclusive. 


Department of Human Genetics 
Faculty of Medicine 

University of Nijmegen 
Nijmegen, the Netherlands 


2313 AMBANI, LALIT M.; GELEHRTER, 
THOMAS D.; & SHEHAN, DANIEL G. 
Variable expression of Marfan syndrome in 
monozygotic twins. Clinical Genetics, 
8(5):358-363, 1975. 


Variations in clinical expression in the Marfan 
syndrome in a pair of 15-year-old monozygotic 
twins are attributed to intrauterine and/or 
postnatal environmental influences. In addition to 


more severe musculoskeletal and ocular manifesta- 
tions of this disorder, which is determined by a 
single mutant gene and transmitted as an 
autosomal dominant trait, one twin had coarcta- 
tion of the aorta. Histopathologic changes 
characteristic of cystic medial necrosis supported 
the diagnosis of the Marfan syndrome. There was 
no family history of the disorder, and neither twin 
exhibited ectopia lentis or the more typical 
cardiovascular manifestations. (19 refs.) 


Yale University School of Medicine 
Department of Human Genetics 
333 Cedar Street 

New Haven, Connecticut 06510 


2314 NIGHTINGALE, ELENA O.; SCRIBANU, 
NINA; MCCULLOUGH, DAVID C.; & 
QUINN, CATHERINE. Observations on 
patients with neural-tube defects in a 
metropolitan hospital clinic: an epidemio- 
logical history. Developmental Medicine 
and Child Neurology, 17(5):574-579, 
1975. 


A review of the histories of 107 children referred 
to our spina bifida service reveals that biparental 
British Isles ancestry appeared more common than 
expected for children with neural tube defects 
born in families with positive histories. Findings 
reveal: 1) 9 families had more than one affected 
child. 2) 9 of the patients and 7 of an estimated 
total of 220 siblings had an unrelated major birth 
defect. Contary to other surveys, the findings 
showed no deficiency of twinning among sibships, 
nor of males among the spina bifida service 
patients. In general, findings are consistent with a 
multifactorial (genetic and environmental) eti- 
ology for neural tube defects and offer no new 
theories. It appears, at least in our population, that 
there is a somewhat greater chance of recurrence 
of neural tube defect if the ethnic origin of both 
parents is from the British Isles. (11 refs.) 


Georgetown University Hospital 
Washington, D.C. 20007 


2315 ERKULVRAWATR, SAMARD; & 
GREEN, JOSEPH B. Intrathoracic menin- 
gocele associated with von Reckling- 
hausen’s disease, Southern Medical Jour- 
nal, 68(3):358-359, 1975. 
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Approximately 70 percent of the reported cases of 
intrathoracic meningocele have been associated 
with von Recklinghausen’s disease (neurofibro- 
matosis). A 46-year-old male, diagnosed as a case 
of von Recklinghausen’s disease since age 33, was 
admitted to the hospital complaining of epigastric 
and ear pain, generalized weakness, and weight 
loss. The possibility of a meningocele was 
considered in the diagnosis of an asymptomatic 
intrathoracic mass. Pantapaque myelography 
showed a lateral meningocele in the right lateral 
thoracic region. This case is a rare finding. (16 
refs.) 


VA Hospital 
Augusta, Georgia 


2316 JONES, KENNETH L.; SMITH, DAVID 
W.; HARVEY, MARY ANN SEDGEWICK; 
HALL, BRYAN D.; & QUAN, LINDA. 
Older paternal age and fresh gene muta- 
tion: data on additional disorders. Journal 
of Pediatrics, 86(1):84-88, 1975. 


Older mean paternal age was documented in 
sporadic cases of at least 5 autosomal dominantly 
heritable mutant gene disorders and in sporadic 
cases of disorders of unknown etiology. An 
increased mean paternal age was evident for the 
basal cell nevus syndrome, the Waardenburg 
syndrome, the Crouzon syndrome, the oculo- 
denta-digital syndrome, and the Treacher-Collins 
syndrome. When the mean paternal age difference 
was controlled for maternal age, older age of the 
fathers was found to be a more predominant 
factor than older maternal age in all conditions in 
which paternal age was substantially elevated, as 
well as in multiple exostoses, with which there was 
a borderline increase in mean paternal age. Both 
the oral-facial-digital syndrome and the inconti- 
nentia pigmenti syndrome, possibly X-linked 
dominant disorders, were associated with border- 
line elevated mean paternal ages. Older mean 
paternal age was also a factor in acrodysostosis and 
progeria, suggesting a fresh mutant gene etiology 
for these 2 conditions, in which almost all cases 
have been sporadic and the mode of genetic 
etiology has been unknown. (14 refs.) 


Dysmorphology Unit 

Department of Pediatrics 

University of Washington School of 
Medicine 

Seattle, Washington 98195 


2317 ALAGILLE, D.; ODIEVRE, M.; 
GAUTIER, M.; & DOMMERGUES, J. P. 
Hepatic ductular hypoplasia associated 
with characteristic facies, vertebral mal- 
formations, retarded physical, mental, and 
sexual development, and cardiac murmur. 
Journal of Pediatrics, 86(1):63-71, 1975. 


Fifteen of 30 patients with hypoplastic intra- 
hepatic bile ducts and patent extrahepatic bile 
ducts exemplified a distinctly homogenous, readily 
recognizable clinical syndrome consisting of 
chronic cholestasis as well as a characteristic facies, 
harsh mesosystolic murmur, vertebral arch defects, 
growth retardation associated with vertebral 
defects and independent of the degree of 
cholestasis, mild to moderately severe MR, and 
hypogonadism. Both sexes were affected approxi- 
mately equally. As the disease progressed toward 
the second year of life, serum lipids and 
cholesterol rose to extremely high values, and 
alkaline phosphatase was 3 to 5 times the normal 
value. The serum lipid electrophoretic pattern had 
a flattened or absent alpha-lipoprotein peak anda 
sharply increased beta-lipoprotein peak. The ratio 
of interlobular bile ducts to the number of portal 
areas between O and 0.4 compared with 0.9 and 
1.8 in normal children (p<0.001). Hepatocellular 
damage was observed especially during the first 
months of life, when bile stasis was prominent. 
The family history was positive for neonatal 
cholestatic conditions among the etiied of 3 of 
the 15 patients. (17 refs.) 


Unite de Recherche d’Hepatologie 
Infantile de I’Institut National 
de la Sante et de la Recherche 
Medicale 

Hospital Parrot 

F 94270 Bicetre, France 


2318 PIOUS, DONALD. Cell surfaces, genetics, 


and congenital malformations. Journal of 


Pediatrics, 86(1):162-164, 1975. (Edi- 
torial) 


Major breakthroughs have occurred recently in the 
identification of the products and mechanisms of 
action of “developmental”? genes that have 
possible relevance to human development and the 
genesis of human malformations. The studies of 
Bennett, Boyse, and Jacob on the T genes in mice 
have provided an animal model system which 
might be extrapolated to man in which mutations 
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of single genes cause clearcut developmental 
abnormalities and in which the gene products can 
be identified. The T-gene loci specify particular 
surface antigens found in sperm and embryos, the 
time of appearance of the antigens in the embryo 
correlating with the timing of developmental 
function of the particular T-gene locus as deduced 
from the timing of lethality, and the spectrum of 
morphologic abnormalities in the homozygous 
mutant at that locus. An assay of human sperm for 
the ability to bind antibody from antisera specific 
for a T antigen showed that human sperm can bind 
all the antibody, indicating that the human sperm 
expresses T-like antigens. If developments in the T 
system continue at the pace of the past 18 
months, the relevance of this system to human 
development and malformations should be demon- 
strated rapidly. (10 refs.) 


Division of Developmental Biology 
and Morphogenesis 

Department of Pediatrics 

University of Washington 

Seattle, Washington 98195 


2319 SIGGERS, D. C.; HACISKA, D. T.; & 
MCKUSICK, V. A. Vestibular dysfunction 
in familial dysautonomia: the Riley-Day 
syndrome. Archives of Diseases in Child- 
hood, 50(11):890-893, 1975. 


Bilateral absence of response to tests of vestibular 
function was reported in an unselected group of 5 
patients, all of Jewish ancestry and all with 
familial dysautonomia. Ss were 4 males and 1 
female ranging in age from 8 to 17 years. Patients 
showed bilateral absence of response to the 
Hallpike alternate hot or cold caloric test and, 
with certain exceptions, to 0 degrees C caloric 
stimulation. All 5 had normal  optokinetic 
nystagmus, and 1 had bilateral symmetrical gaze 
deviation nystagmus. (21 refs.) 


Department of Child Health 
Southampton General Hospital 
Southampton, Hants, SO9 4XY, England 


2320 WELBURN, HEBE. Spina bifida children 
: attending ordinary schools. British Medical 
Journal, 1(5950):142-145, 1975. 


An active policy of integrating spina bifida 
children in ordinary classrooms whenever possible 
resulted in successful placement of 14 out of a 





possible 24 children in South Gloucestershire. 
Selection of children was based on intelligence 
testing or developmental assessment, evaluation of 
perceptual, motor, and comprehension abilities, 
and recommendations of a pediatrician, social 
worker, nursery teacher, and _ educational 
psychologist. The principal contraindications to 
mainstreaming included below average intelligence, 
special perceptual problems, the need for intensive 
physiotherapy, lack of motivation and_ fecal 
incontinence. No child was placed in a school 
unless the head teacher was willing, and personal 
attendants were assigned to each of the more 
severely handicapped children. Special provisions 
such as transport, aids to mobility, and peripatetic 
physiotherapists often ensured successful place- 
ment. Although a handicapped child’s needs 
should be provided for in a regular school when 
possible, children with severe physical or mental 
handicaps often have educational needs which can 
best be met in special schools. (15 refs.) 


Department of Medicine 
Gloucestershire County Council 
Gloucestershire, England 


2321 BOOTHMAN, ROSEMARY. Some obser- 
vations of the management of the child 
with a spina bifida. British Medical 
Journal, 1(5950):145-146, 1975. 


Social and psychological influences which may 
enrich the quality of life of a spina bifida child are 
discussed by an individual with a moderate degree 
of residual handicap from the disorder. A study of 
the problems of spina bifida children and families 
in Glasgow has confirmed the importance of skill, 
imagination, and experience in introducing the 
problems associated with this handicap to the 
parents shortly after the child is born. Parents 
should be advised cautiously, using simple 
diagrams and stressing the child’s immediate 
future. Mothers should be encouraged to learn 
about normal aspects of child development; to let 
their toddlers enjoy these years; and to nurture 
independence. The majority of spina bifida 
children have normal intelligence and can compete 
on equal or nearly equal terms with normal 
children in many situations. Integrated school 
settings are valuable for helping the handicapped 
child cope with normal life and competition. 


Social and Obstetric Research Unit 
University of Glasgow 
Glasgow, G1 1RN, Scotland 
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MEDICAL ASPECTS — Etiologic Groupings 
Prematurity and low birthweight 


2322 BJERRE, INGRID. Neurological investiga- 
tion of 5-year-old children with low 
birthweight. Acta Paediatrica Scandinavica, 
64(6):859-864, 1975. 


An unselected well-defined group of 139 children 
with birth weights of 2,500g or less was reviewed 
at 5 years of age to assess the frequency of 
neurologic symptoms and signs and the frequency 
of risk factors. There were 5 children (3.6 percent) 
with cerebral palsy, 13 (9.4 percent) with minimal 
brain dysfunction, 38 (27 percent) with delayed 
motor maturation, and 83 (60 percent) with none 
of these abnormalities. Impairment of hearing and 
of vision, epilepsy, and MR were more common in 
children with cerebral palsy and minimal brain 
dysfunction. Children with minimal brain dysfunc- 
tion and delayed motor maturation had a lower IQ 
than children with normal neurologic status, as 
judged from the draw-a-man test according to 
Goodenough. Cerebral palsy was found in children 
with a very low birthweight and short gestational 
age. Neither children with delayed motor matura- 
tion nor minimal brain dysfunction children were 
found to belong to any special weight group or to 
have any particular perinatal complications, but 
boys were overrepresented in both groups. All real 
handicaps were diagnosed early in children 
followed up at regular intervals at the children’s 
welfare center. (18 refs.) 


Department of Paediatrics 
Malmo Allmanna Skukhus 
S-21401 Malmo, Sweden 


2323 JAMES, L. STANLEY; & LANMAN, 
JONATHAN T. History of oxygen therapy 
and retrolental fibroplasia. Evanston, Illi- 
nois: American Academy of Pediatrics, 
1976. 51 pp. Available from American 
Academy of Pediatrics, 1801 Hinman 
Avenue, Evanston, Illinois 60204. Price 
$5.00. 


A historical report on the use of oxygen with 
premature infants and the development of 
retrolental fibroplasia (RLF) is presented. RLF is a 


776 


condition leading to detachment of the retina and 
arrest of growth of the eye. Any concentration of 
oxygen which exceeds that present in air is 
associated with the risk of developing RFL, but 
the risk is balanced by the possibility of brain 
damage from too little oxygen in premature 
infants. The topics discussed include: the early 
history of oxygen use in treating premature 
infants, as in the prevention of cyanotic attacks; 
the implication of oxygen in RFL; the history, 
pathology, and pathogenesis of RFL; and the 
impact of controlled studies on mortality and 
morbidity on changing recommendations and 
practice in the use of oxygen. Recommendations 
from the American Academy of Pediatrics on 
oxygen use are appended. 


2324 BELGAUMKAR, TEERTHARA]J K.; & 
SCOTT, KENNETH E. Effects of low 
humidity on small premature infants in 
servocontrol incubators. Biology of the 
Neonate, 26:348-352, 1975. 


Apneic spells, defined as cessation of breathing for 
>30 seconds, were detected in 8 out of 19 
premature infants alternately nursed in high and 
low humidity in servocontrol incubators. Severe 
spells were significantly more frequent in low than 
in high humidity. It was postulated that the severe 
apnea at low humidity was due to the increased 
ambient temperature, which was caused by 
evaporative heat loss triggering the thermostat to 
maintain the higher temperature. Small premature 
infants housed in servocontrol incubators would 
be less susceptible to severe apnea, and consequent 
possible brain damage, if high humidity was 
maintained. (10 refs.) 


Grace Maternity Hospital 
University Avenue 
Halifax, Nova Scotia, Canada 


2325 BJERRE, INGRID. Physical growth of 
5-year old children with a low birth 
weight. Stature, weight, circumference of 
head and osseus development. Acta Pediat- 
rica Scandinavica, 64(1):33-43, 1975. 
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The physical growth of 143 low birth weight 
children who were born in Malmo, Sweden, in 
1966 was studied. Ss stature and weight were 
compared with normal curves for Swedish children 
and with a control series; the circumference of the 
head was compared with a normal curve. Osseous 
development was measured by the method of 
Eklof and Ringertz and compared with normal 
values. The results showed that low birth weight 
children were shorter than those in the control 
group. Low birth weight children were generally 
short and light, with no evidence of retarded 
growth of the skull. The skeletal age was 
somewhat lower than normal. Physical growth can 
depend on several factors, possibly a correlation 
between growth retardation jn utero and later in 
life. In this study, however, the most important 
factors in the group as a whole seem to be the 
mother’s height and weight. Thus, according to 
‘ our study, the shortness of many low birth weight 
children, particularly those who were small for 
gestational age, appears to be mainly of genetic 
origin. (35 refs.) 


Malmo General Hospital 
Malmo, Sweden 


2326 SZALAY, GLENN C.; & HENRIKSSON, 
PER. [Adrenal hypoplasia with low birth 
weight.; Acta Paediatrica Scandinavica, 
64(1):157, 1975. 


Dr. Szalay points out that Henriksson et al. 
reported adrenal hypoplasia in a low birth weight 
infant whose mother had a large placenta, but 
neglected to state whether gross anomalies such as 
degenerative changes or arborizing amniotic polyps 
were present in the placenta. Dr. Henricksson 
replies that the placenta showed no _ gross 
anomalies. It is difficult to obtain reliable weights 
for the adrenal glands; only systematic and 
carefully standardized dissection and weighing can 
yield reliable data. 


Southern California Permanent 
Medical Group 
Harbor City, California 90710 


2327 THIBEAULT, DONALD W.; LAUL, 
VIRGIL; & GULAK, HUBERT. Accelera- 
tion of the median nerve distal latency 
time in preterm infants with intrauterine 
growth retardation. Pediatric Research, 
9(2):107-110, 1975. 
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The distal latency time (DLT) of the median nerve 
was measured in full-term infants (16) and, for the 
first time, in preterm infants (44), including 12 
with varying degrees of respiratory distress 
syndrome. Study infants were divided into groups 
of normal infants and those with jn utero growth 
retardation. The DLT measured at 36 degrees 
(DLT3,¢) during the first 3 days of life was 
inversely related to gestational age in normal 
preterm infants but was significantly accelerated in 
infants with in utero growth retardation. Whereas 
the DLT3.6 was significantly related to the nerve 
conduction velocity of the proximal segment of 
the median nerve in normal infants, this relation 
was lost in infants with intrauterine growth 
retardation. In the normal group, the slope of 
change of the DLT3. in utero with maturation 
was similar to that ex utero. In growth retarded 
infants the DLT3¢ shortened sharply during the 
first 2 weeks of postnatal life, but the slopes did 
not differ significantly thereafter in the in utero 
and ex utero courses. The most immature infants 
had the greatest change in DLT per change in 
temperature, but the change was similar to the full 
term by 30-32 weeks’ gestation. Apnea in the 
preterm infants was not significantly correlated 
with the DLT. (10 refs.) 


Department of Pediatrics 
Harbor General Hospital 
1000 West Carson Street 
Torrance, California 90509 


2328 OLEGARD, RAGNAR; GUSTAFSON, 
ANDERS; KJELLMER, INGEMAR; & 
VICTORIN, LARS. Nutrition in low-birth- 
weight infants: III. Lipolysis and free fatty 
acid elimination after intravenous adminis- 
tration of fat emulsion. Acta Paediatrica 
Scandinavica, 64(5):745-751, 1975. 


Fat metabolism was studied in newborn low-birth- 
weight (LBW) infants, using triglyceride linoleic 
acid in a fat emulsion for intravenous administra- 
tion (Intralipid) as a marker. The study was 
designed to evaluate whether the observed 
difference in lipid metabolism in appropriate-for- 
date (AFD) and light-for-date (LFD) infants was 
related to release of free fatty acids (FFA) from 
plasma triglycerides or to elimination of FFA from 
the blood stream. Qualitative data on fatty acids as 
well as quantification of triglycerides and FFA 
were obtained by gas-liquid chromatography. The 
influences of single and repeated injections of 
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Intralipid on these parameters revealed differences 
between the low-birth-weight infants AFD and 
those LFD. A comparison of the 2 groups revealed 
that the LFD infants had impaired lipolysis of 
injected triglycerides and a retarded elimination of 
released FFAs from plasma. This resulted in a 
triglyceride accumulation and low FFA levels in 
the LFD group. The administration of heparin 
facilitated plasma triglyceride lipolysis and FFA 
elimination from the blood stream. (9 refs.) 


Department of Paediatrics | 
Barnklinikerna 

Ostra Sjukhuset 

S-41685 Goteborg, Sweden 


2329 RADDE, I. C.; CHANCE, G. W.; BAILEY, 
K.; O’BRIEN, J.; DAY, G M; & 
SHEEPERS, J. Growth and mineral metab- 
olism in very low birth weight infants. |. 
Comparison of the effects of two modes of 
NaHCO; treatment of late metabolic 
acidosis. Pediatric Research, 9(7):564-568, 
1975. 


The influence of 2 modes of NaHCO; treatment 
for late metabolic acidosis was studied in infants 
pair-matched for birth and gestational age in an 
effort to favor bone mineralization by strict 
maintenance of normal acid-base balance. Ss were 
divided into pairs according to birth weight 
(900-1,100 and 1,101-1,300g) and gestational age 
(‘‘appropriate’”’ (AGA)=mean 31 weeks; and small 
(SGA)=mean 34 weeks). One member of the pairs 
was then allocated randomly to one of the 2 
treatment regimens with oral sodium bicarbonate. 
Group A was treated whenever base excess was 
greater than -8mEq/liter as detected on twice 
weekly testing and/or when suspected to be 
acidotic from failure to gain. In Group B, base 
excess was maintained within 1 SD of normal (-3.2 
+ 1.7mEq/liter), Ss were given  Enfalac 
200mI/kg/24 hr, at 67cal/100ml, with Vitamin D 
400 1U/24 hour added from age 14 days. Greater 
length increments than observed in the control 
group were associated with strict maintenance of 
acid-base homeostasis. Weight gains between the 2 
groups of Ss did not differ. lonic hypercalcemia 
was seen less frequently in Ss whose acidosis was 
more strictly controlled than in the control Ss. 
Findings also showed that osteoporosis was a 
feature in AGA babies but was not seen in SGA 
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babies. Strict maintenance of acid-base homeo- 
stasis within 1SD of normal is recommended for 
VLBW infants. (35 refs.) 


Department of Pediatrics 
University of Toronto 
Toronto, Ontario, Canada 


2330 DAY, G. M.; CHANCE, G. W.; RADDE, I. 
C.; REILLY, B. J.; PARK, E.; & 
SHEEPERS, J. Growth and mineral metab- 
olism in very low birth weight infants. II. 
Effects of calcium supplementation on 
growth and divalent cations. Pediatric 
Research, 9(7):568-575, 1975. 


The effects of calcium lactate supplementation 
were studied in very low birth weight infants in an 
attempt to achieve acalcium retention rate similar 
to that in utero during the third trimester of 
pregnancy and to prevent deficient bone mineral- 
ization. The subjects were 30 infants of birth 
weight less than 1.3kg who had no major 
respiratory or metabolic disorders. Infants were 
studied between days 14 and 21 of life, depending 
upon the clinical status and formula intake. Ss 
were pair matched for gestational age and birth 
weight, and one member allocated to 2 treatment 
groups. Infants in group A received no calcium 
supplement; those in group B received calcium 
lactate, 800mg/kg/24hr, in divided doses with each 
feed. Findings showed that by giving a supplement 
of calcium lactate, 800mg/kg/24hr (equal to 
147mg/kg/24 hr calcium), to VLBW infants a 
calcium retention rate equivalent to the intra- 
uterine acquisition rate was achieved. Improved 
bone formation and wider cortices resulted from 
this increased rate. Owing to the low calcium 
content of currently available infant formulas, it 
appears feasible and safe to given calcium 
supplementation to allow a_ retention § rate 
appropriate to the growth and postconceptional 
age of the baby. (50 refs.) 


Department of Pediatrics 
University of Toronto 
Toronto, Ontario, Canada 


2331 FALORNI, A.; MASSI-BENEDETTI, F.; 
GALLO, S.; & ROMIZI, S. Levels of 
glucose in blood and insulin in plasma and 
glucagon response to arginine infusion in 
low birth weight infants. Pediatric Re- 
search, 9(1):55-60, 1975. 
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Blood glucose reduction after arginine infusion in 
hypoglycemic gestational age infants of lower than 
normal birth weight (SGAI) may be a function of 
greater hepatic sensitivity to glycogenosynthetic 
than to glycogenolytic stimuli. Arginine was 
administered intravenously to 55 low birth weight 
infants -- 26 appropriate for gestational age infants 
(AGAI) and 29 SGAI -- in order to study levels of 
glucose in blood, insulin in plasma, and glucagon 
response to arginine. Hypoglycemia was observed 
in 11 SGAI during the first few days of life. In the 
hypoglycemic SGAI, the mean level of glucose in 
blood showed a significantly lower decrease during 
the arginine test than in the AGAI and the 
nonhypoglycemic SGAI. The glycemic decrease 
did not correlate with either a high level of insulin 
in plasma or low glucagon response to arginine in 
plasma. The mean increase of glucose in blood on 
the basal level registered after glucagon injection in 
the hypoglycemic SGAI did not differ significantly 
from that of the other 2 groups. Therefore, the 
glycemic pattern during the arginine test recorded 
in the hypoglycemic SGAI may mean that in 
intrauterine malnutrition the liver is more sensitive 
to glycogenosynthetic stimuli than to factors 
stimulating glycogenolysis. (45 refs.) 


Pediatric Clinic 
University, Perugia, Italy 


2332 KRAUSS, ALFRED N.; KLAIN, DAVID 
B.; WALDMAN, STEPHANIE; & AULD, 
PETER A. M. Ventilatory response to 
carbon dioxide in newborn infants. Pediat- 
ric Research, 9(1):46-50, 1975. 


Premature infants of less than 33 weeks gestational 
age who were tested by a rebreathing technique 
had reduced ventilatory response to inspired 
carbon dioxide (CO2) in comparison to term 
infants tested by the same technique. Increased 
sensitivity to inspired CO2 increased with 
postnatal age, body size, lung volume, and 
pulmonary compliance. A_ strong correlation 
between CO2 and_ postconceptional age is 
suggested by the fact that more mature infants 
have a higher CO2 response even during the first 
week of life. Less mature infants still showed a 
diminished response to CO2 as compared with 
term infants, even when changes in minute volume 
per millimeter of CO2 were expressed in terms of 
body size. The finding suggests that infants who 
appear unresponsive to CO2 are either (1) working 
at their maximum level of pulmonary work, or (2) 
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truly lacking in reflexes for CO2 sensitivity. Also, 
because pulmonary compliance to CO2 increases 
with both postconceptional and postnatal ages, the 
roles of pulmonary and neurologic maturity 
cannot be separated by this study. (19 refs.) 


Division of Newborn Medicine 

New York Department of Pediatrics 

New York Hospital-Cornell University 
Medical Center 

New York, New York 


2333 CHEN, ANDREW fT. L.; FALEK, 
ARTHUR; & LESTER, WILLIAM. Chro- 
mosome studies in premature low birth 
weight infants. Acta Paediatrica Scandi- 
navica, 64(4):657-658, 1975. 


Chromosome analyses were carried out on the 
cord blood of 410 premature low birth weight 
neonates (PLBWN), 360 of whom were white (207 
male, 153 female) and 50 black (25 male, 25 
female). The chromosomes of an equal number of 
controls were examined. Using the conventional 
chromosome analysis method, no chromosome 
anomalies were found in the 410 PLBWN, but 2 
chromosome disorders were observed in the 
controls. The incidence of chromosome aberra- 
tions between the study group and the controls 
was not statistically significant. It appears, 
therefore, that while chromosome abnormalities 
can account for a proportion of full-term low birth 
weight infants, they do not play a role in the 
etiology of low birth weight babies born 
prematurely. (3 refs.) 


Cellular Genetics Laboratory 
Pathology Division 

Center for Disease Control 
Atlanta, Georgia 30333 


2334 JODL, J.; KORNFALT, R.; & *SVEN- 
NINGSEN, N. W. Chymotryptic activity in 
a stool of low birth weight infants in the 
first week of life. Acta Paediatrica 
Scandinavica, 64(4):619-623, 1975. 


Chymotryptic activity in 198 stool specimens 
from 42 low birth weight (LBW) infants during the 
first week of life was studied in relation to 
postnatal and gestational age, birth weight, and 
initiation of peroral feeding. The birth weights 
ranged between 750 and 2570g, with 22 infants 
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appropriate-for-gestational age (AGA) and 20 
infants small-for-gestational age (SGA). It was 
found that LBW infants generally have low 
chymotryptic activity in stool specimens during 
the first days of life followed by increasing values 
toward the end of the first postnatal week. 
Significantly lower chymotryptic activity was 
noted in GSA than in AGA infants in the first 3 
days of life, and it is theorized that this is due to 
intra-uterine malnutrition with secondary pan- 
creatic dysfunction in SGA infants. In screening 
programs for cystic fibroses or other defects of 
exocrine pancreatic activity, low stool chymo- 
trypsin values cannot be considered pathological 
until after the fourth day of life. (10 refs.) 


*Department of Paediatrics 
University Hospital 
S-221 85 Lund, Sweden 


2335 URRUTIA, JUAN J.; MATA, LEO- 
NARDO J.; TRENT, FREDERICK; 
CRUZ, JOSE R.; VILLATORO, ELBA; & 
ALEXANDER, RUSSELL E. Infection 
and low birth weight in a developing 
country. A study in an Indian village of 
Guatemala. In: Malnutrition and infection 
during pregnancy: determinants of growth 
and development of the child (sympo- 
sium). Session III: The problem of low 
birth weight. American Journal of Diseases 
of Children, 129(5):558-561, 1975. 


The interactions of nutrition and infection and the 
outcome of pregnancy in a highland Indian village 
of Guatemala were analyzed in a long-term 
prospective investigation. There was a very high 
incidence of infection among 82 women observed 
from conception to delivery. Respiratory infec- 
tions, diarrhea and dysentery, and urinary tract 
infections were the most common, in that order. 
Among 57 women studied from the first to the 
last trimester of pregnancy, cellular changes 
indicative of vaginal inflammation were found in 
.48 percent at the beginning of pregnancy and in 
79 percent by the end of gestation. Nonspecific 
inflammation occurred in 40 percent. Of 61 
pregnant women studied, 11.5 percent showed 
evidence of silent or asymptomatic infections. 
Forty-two percent of the investigated newborns 
had elevated immunoglobulin M levels in cord 
blood, suggesting a high rate of intrauterine 
exposure to infectious agents. (13 refs.) 


Division of Environmental Biology 

Institute of Nutrition of Central 
America and Panama 

Guatemala City, Guatemala 


2336 SEVER, JOHN L.; FUCCILLO, DAVID 
A.; ELLENBERG, JONAS; & GILKESON, 
MARY RUTH. Infection and low birth 
weight in an industrialized society. In: 
Malnutrition and infection during preg- 
nancy: determinants of growth and devel- 
opment of the child (symposium). Session 
lll: The problem of low birth weight. 
American Journal of Diseases of Children, 
129(5):557-558, 1975. 


One hundred and 30 pregnancies resulting in 
children weighing 1,001 to 1,500g (2.2 to 3.3 Ib) 
and 391 pregnancies resulting in children weighing 
1,501 to 2,000g (3.3 to 4.41b) and matched 
controls were investigated prospectively to deter- 
mine the importance of infections of pregnant 
women as causes of low birth weight of infants. 
The possible effect of 11 infectious agents was 
analyzed in relation to low birth weight alone, 
using tests based on maternal seroconversions and 
antibody titer rises, or to a combination of 
abnormalities and low birth weight. No significant 
increase in infections was noted among the 
low-birth-weight groups. Urinary tract bacterial 
infections and genital mycoplasmal infections of 
the mothers may be of considerable importance in 
relation to low birth weight and should be 
investigated in detail, however. (6 refs.) 


Infectious Diseases Branch 

National Institute of Neurological 
Diseases and Stroke 

Bethesda, Maryland 20014 


2337 LECHTIG, AARON; DELGADO, 
HERNAN; LASKY, ROBERT; 
YARBROUGH, CHARLES; KLEIN, 
ROBERT E.; HABICHT, JEAN-PIERRE; 
& BEHAR, MOISES. Maternal nutrition 
and fetal growth in developing countries. 
In: Malnutrition and infection during 
pregnancy: determinants of growth and 
development of the child (symposium). 
Session III: The problem of low birth 
weight. American Journal of Diseases of 
Children, 129(5):553-556, 1975. 
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The incidence of low birth weight is excessive in 
rural and urban low socioeconomic groups in 
preindustrialized countries, and a review of the 
available pertinent data implicates deficient 
nutritional status during pregnancy. Approxi- 
mately 3 million infants born in Latin American 
alone during 1973 were of low birth weight. Since 
most of them presumably were full-term new- 
borns, their low weights reflected fetal growth 
retardation. A comparison of the dietary data of 
pregnant women from rural villages receiving 
protein-calorie and calorie supplements has indi- 
cated significantly fewer low-weight newborns in 
the high supplemented group than in the low 
supplemented group. A study of the differences in 
birth weight between consecutive siblings of the 
same mother has demonstrated a consistent 
relationship of supplemented calories to birth 
weight. Simple caloric supplementation is an 
important positive factor in reducing low birth 
weight, and improved fetal growth may, in turn, 
contribute to a reduction in the high infant 
mortality in these countries. (28 refs.) 


Institute of Nutrition of Central 
America and Panama 
Guatemala City, Guatemala 


2338 SINCLAIR, JOHN C.; & SAIGAL, SARO}. 
Nutritional influence in industrial societies. 
In: Malnutrition and infection during 
pregnancy: determinants of growth and 
development of the child (symposium). 
Session Ill: The problem of low birth 
weight. American Journal of Diseases of 
Children, 129(5):549-553, 1975. 


Evidence that maternal undernutrition contributes 
to the problem of low birth weight in industrial 
societies comes from epidemiological associations, 
clinical studies of growth-retarded babies, maternal 
dietary studies, and pathologic findings in 
perinatal deaths. The clues are not complete, 
however, and the prevalence and magnitude of the 
nutritional effect are unknown at present. 
Although slow fetal growth is associated strongly 
with small maternal size and low pregnancy weight 
gain, most low-weight-for-dates babies are born in 
a setting of other pathological associations, 
including maternal hypertension or other systemic 
diseases, heavy maternal cigarette smoking, mul- 
tiple pregnancy, or fetal malformation. Fetal 
growth-retarded babies usually manifest a variety 
of clinical features suggestive of deprivation anda 
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reduction of growth below genetic potential. 
Similarly, pathologic studies show a correlation 
between indices of poor maternal nutritional 
status and evidence of deficient fetal organ and 
cellular growth. Dietary studies suggest that 
maternal intake of calories or protein or other 
nutrients may be deficient during pregnancy, 
particularly in certain at-risk subgroups within 
industrial societies. (31 refs.) 


Department of Pediatrics 
Mc Master University 
Hamilton, Ontario, Canada 


2339 MATA, LEONARDO jJj.; URRUTIA, 
JUAN J.; KRONMAL, RICHARD A.; & 
JOPLIN, CLAIRE. Survival and physical 
growth in infancy and early childhood. 
Study of birth weight and gestational age 
in a Guatemalan Indian village. In: 
Malnutrition and infection during preg- 
nancy: determinants of growth and devel- 
opment of the child (symposium). Session 
lll: The problem of low birth weight. 
American Journal of Diseases of Children, 
129(5):561-566, 1975. 


An 8-year prospective field observation of virtually 
the entire population of newborns in a typical 
Guatemalan village under natural conditions and 
without a variability imposed by intervention was 
conducted. A remarkable constancy in the pattern 
of fetal growth, infant mortality, and postnatal 
growth was exhibited. A direct correlation 
between gestational age and survival was noted, 
with most neonatal and postneonatal infant deaths 
occurring among low-birth-weight infants. The 
association between low birth weight and survival 
in this study was so striking that infant mortality 
stands out as an indicator of fetal growth and 
maternal health. All of the 430 singletons with 
known birth weight and all of the 416 with known 
gestational age were observed prospectively. Fetal 
growth was correlated with postnatal physical 
growth. Infants born with deficient weight (or 
preterm) tended to remain in the lower growth 
tracks. Differences of weight became accentuated 
with time, while those of head circumference were 
greater during the first 15 months of life, and 
particularly in the first month. (32 refs.) 


University of Costa Rica 
Guadalupe, Costa Rica 
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2340 LASKY, ROBERT E.; LECHTIG, 
AARON; DELGADO, HERNAN; KLEIN, 
ROBERT E.; ENGLE, PATRICIA; 
YARBROUGH, CHARLES; & 
MARTORELL, REYNALDO. Birth weight 
and psychomotor performance in rural 
Guatemala. In: Malnutrition and infection 
during pregnancy: determinants of growth 
and development of the child (sympo- 
sium). Session Ill: The problem of low 
birth weight. American fournal of Diseases 
of Children, 129(5):566-569, 1975. 


The range of birth weight within which there is an 
association with psychomotor performance was 
explored in infants from birth to 6 months of age 
in 4 rural ladino Guatemalan villages. Birth weight 
was Clearly associated with performance on 3 of 
the 4 Brazelton variables--habituation, motor 
fitness, and tremors and startles. The correlation 
between birth weight and the motor subscale of 
the Composite Infant Scale was also significant. 
The mean scores on the 4 Brazelton variables for 
newborns grouped into 3 categories of birth 
weight (<2.5kg, 2.6 to 3.4kg, and 23.5kg), with 
the low birth weight category consistently related 
to lower psychomotor performance. Deficits 
associated with birth weight also existed with 
respect to infants generally considered to be 
full-sized at birth. The findings indicated that 
behavioral deficits may be associated with infants 
who are neither of low birth weight nor obviously 
impaired. A number of factors such as maternal 
head circumference, parity, birth interval, disease 
and nutrition during pregnancy, third trimester 
weight, and lactation also were associated with 
psychomotor performance in rural Guatemala. (11 
refs.) 


Division of Human Development 

Institute of Nutrition of Central 
America and Panama 

Guatemala City, Guatemala 


2341 BEISEL, WILLIAM R. Synergistic effects 
of maternal malnutrition and infection on 
the infant. Recommendations for prospec- 
tive studies in man. In: Malnutrition and 
infection during pregnancy: determinants 
of growth and development of the child 
(symposium). Session IV: Recommenda- 
tions. American Journal of Diseases of 
Children, 129(5):571-574, 1975. 
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In view of the accumulating evidence that 
combined maternal malnutrition and infection can 
produce synergistic negative effects on fetal 
growth, research is needed to identify specific 
maternal effects that may cause fetal growth 
retardation. Improved diagnostic methods are 
necessary to recognize subtle nutritional inade- 
quacies during pregnancy and the presence of 
infection in the mother or fetus. Epidemiological 
data must be obtained to assess the magnitude and 
extent of the problem in various populations and 
geographical locations and to determine the types 
and severities of various infectious processes that 
could contribute to fetal growth retardation. 
Correlative data are needed to provide additional 
information concerning possible pathogenic 
mechanisms leading to fetal growth retardation. 
Finally, carefully controlled trials are important to 
determine the efficacy of various prophylactic or 
therapeutic measures in preventing or diminishing 
fetal growth retardation. (23 refs.) 


U.S. Army Medical Research 
Institute of Infectious Diseases 
Fort Detrick, Frederick, Maryland 21701 


2342 BJERRE, INGRID; & VARENDH, 
GUINILLA. A study of some biological 
and socio-economic factors in low birth 
weight. Acta Paediatrica Scandinavica, 
64(4):605-612, 1975. 


Biochemical and socioeconomic factors were 
studied in 3,841 children born alive in Malmo, 
Sweden, in 1966, in order to determine the effect 
of these factors on the etiology of low birth 
weight (LBW) in a population with a relatively 
high standard of living. A birth weight of less than 
2500g was found in 188 (4.9 percent) of these 
children. The LBW children were divided into 3 
groups: 1) children with a short gestational age 
and weight appropriate for gestational age (AGA); 
2) children small for gestational age (SGA); and 3) 
multiple births. Information was obtained on the 
mother’s age, parity, height, weight, and civil 
status, as well as the parent’s occupation, 
nationality, income, social classification, sick 
allowance, and need for social help. Data analysis 
indicate that biological factors play the predomi- 
nant role in LBW, with LBW being most common 
in mothers of early or late fertile age, young 
mothers having the highest frequency of pre- 
mature delivery, and first borns being the group 
most at risk for LBW. The effect of negative social 
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factors is still seen to a certain extent among 
preterm AGA children. The indication that 
biological factors play a greater role for LBW 
could explain the fact that the total frequency of 
LBW has not decreased in Sweden despite the 
improved standard of living. (16 refs.) 


Department of Paediatrics 
Malmo General Hospital 
S-21401 Malmo, Sweden 


2343 MATHEWS, D. D. Maternal assessment of 
fetal activity in small-for-dates infants. 
Obstetrics and Gynecology, 
45(5):488-493, 1975. 


Fifty obstetric cases were analyzed in an attempt 
to evaluate the maternal history of overall fetal 
activity as an index of impending fetal death when 
the baby is both small and small for gestational age 
and 37 weeks or more of pregnancy have been 
completed. Of the 50 patients in the survey, 36 
reported vigorous and 14 reported markedly 
reduced fetal activity during the week preceding 
delivery. Especially in hypertensive pregnancies, a 
maternal history of reduced overall fetal activity is 
very suggestive of impending fetal death, while a 
history of vigorous fetal activity tends to denote 
that the fetus is in no immediate danger. A plea is 
made for greater awareness of the value of 
ascertaining the maternal history of fetal activity 
in small for gestational age pregnancies. It is 
suggested that in some circumstances both 
impaired fetal growth and reduced fetal activity 
may be teleologic adaptions to the threat of a 
negative energy balance. (13 refs.) 


Sheppey General Hospital 
Minister-on-Sea, Sheerness 
Kent, England 


2344 SIMPSON, JOHN’ W.; LAWLESS, 
ROBERT W.; & MITCHELL, A. 
CAMERON. Responsibility of the obstet- 
rician to the fetus: Il. Influence of 
prepregnancy weight and pregnancy weight 
gain on. birthweight. Obstetrics and 
Gynecology , 45(5):481-487, 1975. 


The influence of prepregnancy weight and 
pregnancy weight gain on birthweight is discussed. 
Dietary restriction may have severely deleterious 
effects on the fetus. Regression analysis reveals an 
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almost straight line correlation between weight 
gain and birthweight. The potential effects of 
maternal nutrition on the course and outcome of 
pregnancy are profound, and the future health of 
mankind depends, to a very large degree, on 
nutritional foundations laid down during prenatal 
life. Therefore, the dietary instructions given to 
pregnant women must be thorough, and the 
importance of a good state of nutrition must be 
understood by the patient. Unfortunately, the 
physician’s knowledge of nutrition, in general, is 
deficient because formal instruction in nutritional 
principles in most medical schools is absent or 
cursory. However, excellent information on 
nutrition in pregnancy is readily available. The 
caloric value and essential nutrients recommended 
by the National Research Council should be 
contained in the diet of every pregnant woman. 
(30 refs.) 


123 Brackenridge #235 
San Antonio, Texas 78209 


2345 PARKIN, J. M. Birthweight or gestational 
age, or birthweight for gestational age? 
Developmental Medicine and Child Neurol- 
ogy, 17(5):644-645, 1975. 


Studies concerned with the effect of birthweight 
and gestational age on development are reviewed. 
Deviations from normal birthweight and _ gesta- 
tional age are associated not only with increased 
perinatal mortality but also with impaired school 
performance. This data is supported in a report by 
Goldstein and Peckham from the National Child 
Development study, which noted that both 
birthweight and gestational age independently 
have a relationship with reading ability at the age 
of 11 years. This study indicated that birthweight 
has a greater effect on development than 
gestational age, but confirms that the effect of 
postnatal experience, as measured by social class 
and maternal age, is a better indicator. Two 
findings of a study by Caputo and colleagues of 
137 low-birthweight babies and 96 term babies are 
noted: development at 1 year is predicted more 
accurately from newborn measures than from such 
factors as maternal age, intelligence and parity, 
and socioeconomic group; and traditional mea- 
sures have an association with developmental 
measures at 1 year and predict development at 
that age better than such measures as the Apgar 
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scores and reflex scores. Caputo and his colleagues’ 
use of the computer is criticized as an illustration 
of how centile charts should not be used. 


University of Newcastle upon Tyne 

Department of Child Health, The 
Children’s Clinic 

Royal Victoria Infirmary 

Newcastle upon Tyne NEI 4LP, England 


2346 SHER, PHYLLIS K.; & BROWN, STUART 
B. A longitudinal study of head growth in 
pre-term infants. I: Normal rates of head 
growth. Developmental Medicine and Child 
Neurology, 17(6):705-710, 1975. 


In determining future neurologicai development of 
the young infant, the early detection of 
progressive infantile hydrocephalus is vital. When 
the abnormality is grossly apparent, detection is 
not difficult. In preterm infants and very young 
infants, detection is often elusive. Forty-three 
preterm infants weighing between 1,000 and 2,000 
grams were examined shortly after birth, and an 
estimate of gestational age was made. During the 
first month of life, individual measurements of 
head circumference were made weekly; regularly 
thereafter up to 16 weeks of life. Results of this 
study showed that they were made healthy 
preterm infants regularly cross percentiles for head 
circumference in the first months of life, the most 
rapid rates of growth occurring in the smallest 
babies. Only infants with significant medical 
problems in the neonatal period conform to or fall 
below the expected patterns of growth. (15 refs.) 


University of Miami School of 
Medicine 
Miami, Florida 


2347 MCKENZIE, SHEILA. Volume of feeds 
for infants of low birth weight. British 
Medical Journal, 1(5948):38, 1975. 
(Letter) 


Balance studies (Valman, 1975) performed on 5 
low birth weight infants suggested that larger 
weight gains with high-volume feeds than with 
low-volume feeds were due to growth rather than 
water retention. These studies were performed 
when 4 out of 5 of the Ss were at least 3 weeks 
old. Comparison of premature or light-for-date 
infants during the first 3 weeks of life suggests that 
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premature babies on high-volume feeds gain weight 
more slowly than those on low-volume feeds, but 
that light-for-date babies gain weight at a similar 
rate whether on high- or low-volume feeds. There 
does not appear to be an advantage in a milk 
intake which exceeds 200/ml/kg during the first 3 
weeks of life. (1 ref.) 


Edgeware General Hospital 
Edgeware, England 


2348 FLYNN, JOHN T. Retinopathy in low 
birthweight infants. Developmental Medi- 
cine and Child Neurology, 17(5):525-526, 
1975. 


Experience with retrolental fibroplasia during the 
past 5 years indicates that the incidence of this 
disease is on the increase. It is essential, therefore, 
that very ill and very low birth weight infants be 
managed in an adequately equipped neonatal 
center where oxygen therapy can be monitored. 
For example, 40 percent oxygen in the incubator 
is not necessarily a safe level. In normal or nearly 
normal lung function, 40 percent may be toxic. 
Fifty percent of infants weighing less than 1500g 
show mild changes of retrolental fibroplasia. 
Infants with multiple apneic spells have just as 
high risk of fibroplasia as do infants with 
respiratory distress syndrome. (1 ref.) 


University of Miami School of 
Medicine 
Miami, Florida 33152 


2349 PARENT, M. A.; & STEIN, H. Maternal 
protein depletion in small-for-gestational- 
age babies. Archives of Disease in Child- 
hood, 50(11):907-908, 1975. (Letters) 


Differing investigations of seemingly similar 
population groups have yielded dissimilar results 
concerning small-for-gestational-age infants. A 
study of the possible correlation between maternal 
serum proteins, neonatal blood glucose levels, and 
small-for-gestational-age babies involving an experi- 
mental group of 99 newborn babies (27 preterm 
babies, 27 of low birth weight, and 53 
small-for-gestational-age) and their mothers, and 
131 normal term babies and 30 of their mothers 
acting as controls, produced no_ significant 
differences between groups or in the correlation 
coefficients between maternal total protein levels, 
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albumin, and globulin components in the mothers 
in each group and blood glucose in their infants, or 
between maternal serum albumin in the experi- 
mental group and the different categories of babies 
in this group. It is unclear whether the 27 
low-birth-weight infants were preterm or small-for- 
gestational-age. A second investigation, of low- 
birth-weight infants only (excluding twins), was 
concerned primarily with preterm infants (94 out 
of 103), and the majority were small-for- 
gestational-age. The emphasis of the investigations 
appears to have been different. (3 refs.) 


Department of Paediatrics 
Children’s Hospital 

P.O. Box 977 

Durban, South Africa 


2350 BRUDENELL, M.; & CHAKRAVARTI, S. 
Uterine rupture in labour. British Medical 
Journal, 2(5963):122-123, 1975. 


Among 5,835 deliveries during an 18-month 
period in 1973-1974, 5 cases of uterine rupture in 
labor occurred. All patients were multigravida; 
oxytocin stimulation was used in 3 of the 5 cases, 
and intravenous prostaglandin E.2. in another. 
Three patients had epidural analgesia. In one case, 
the diagnosis of uterine rupture was not suspected 
until an emergency cesarean section was per- 
formed because of a prolapsed cord. In another 
case, despite the fact that the possibility of 
rupture of the previous scar was kept constantly in 
mind and the lower segment palpated at regular 
intervals during labor, the rupture was missed on 
palpation even when- the fetus developed an 
unexplained tachycardia suggesting that rupture 
had occurred. Continuous monitoring of the 
uterine contractions and fetal heart rate offer the 
best chance of avoiding hyperstimulation and of 
diagnosing fetal distress indicating that rupture 
may be taking place. (5 refs.) 


Department of Obstetrics and Gynaecology 
King’s College Hospital 
London SE5 9RS, England 


2351 HEIRD, WILLIAM C.; & WINTERS, 
ROBERT W. Total parenteral nutrition: 
the state of the art. /ournal of Pediatrics, 


86(1):2-16, 1975. 
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The early demonstration of the efficacy of total 
parenteral nutrition (TPN) in 1944 was followed 
generally by failures until 1966, when a major 
methodologic breakthrough occurred’ which 
provided the stimulus for the current widespread 
use of TPN in pediatric patients. Its broadest use 
has been in patients, particularly in infants, who 
have surgical disorders of the gastrointestinal tract. 
With adequate precautions, TPN can be used 
without undue risk in very low-birth-weight 
infants to produce satisfactory growth and positive 
nitrogen balance. Until early adequate nutrition is 
studied in a controlled manner, however, TPN 
cannot be regarded as having any proven place in 
the management of these infants. Metabolic 
complications and those related to the presence of 
the central venous catheter and to the delivery 
system have been associated with TPN. (75 refs.) 


Department of Pediatrics 

Columbia University College of 
Physicians and Surgeons 

630 W. 168th Street 

New York, New York 10032 


2352 SINGER, B.; & WOLFSDORF, JACK. 
Early discharge of infants of low birth 
weight: a prospective study. British Medi- 
cal Journal, 1(5954):362-364, 1975. 


A 1-year prospective study of 495 African infants 
discharged ‘from the hospital at lower than 
customary weights was undertaken, with follow-up 
carried out for the first 4 to 5S weeks after 
discharge. Two hundred and sixty-four infants 
fulfilled the criteria used for discharge when they 
weighed 1801-1900g (Group 1), 99 when they 
weighed 1901-2000g (Group 2), and 132 when 
they weighed 2001-2500g (Group 3). The babies 
in Groups 1 and 2 failed to gain much weight if 
only 2 clinic visits were made in the first few 
weeks after discharge, whereas those seen 3 times 
or more during this period gained weight 
satisfactorily. Group 3 babies had a steady and 
satisfactory weight gain irrespective of the number 
of follow-up clinic visits. The mean daily weight 
gain for all babies at the end of 4-5 weeks was 26g. 
Readmission rates for babies in Groups 1, 2, and 3 
were 9.5, 1, and 0.8 percent, respectively, the 
largest single cause of readmission being broncho- 
pneumonia associated with hypothermia. Sixty 
percent of readmissions occurred during the 2 
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winter months (June and July). Twins had a 
mortality rate 3 times that of matched singletons, 
and cold weather, with concurrent hypothermia, 
was associated with high morbidity and mortality. 
(9 refs.) 


Department of Paediatrics and 
Child Health 
Godfrey Huggins School of Medicine 
University of Rhodesia 
Salisbury, Rhodesia 
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2353 CARLSSON, }.; & SVENNINGSEN, N. W. 
Respiratory insufficiency syndrome (RIS) 
in preterm infants with gestational age of 
32 weeks and less: neonatal management 
and follow-up study. Acta Paediatrica 
Scandinavica, 64(6):813-821, 1975. 


The effects of intensive care, including ventilatory 
support, on infants with respiratory distress 
syndrome (RDS) were studied during a 4-year 
period. Twenty-six of 103 infants with a 
gestational age of <32 weeks and a mean birth 
weight of 1,304g (range 710 to 1,830g) developed 
RDS. In most cases the initial apnea occurred after 
2 and before 72 hours postdelivery, but in some 
infants it occurred later. Fifteen of the 26 RIS 
infants required intermittent positive pressure 
ventilation (IPPV) for progressive hypoxemia and 
acidosis. The number of survivors in the non-IPPV 
treated and the IPPV-treated group was 9 out of 
11 and 11 out of 15, respectively. The mean 
gestational age of the IPPV-treated RIS infants was 
29.6 weeks, and the mean birth weight, 1,147g. 
Cerebrospinal ftlu.4 cytologic signs of intracranial 
hemorrhage were found in 5 of 17 examined 
survivors in the postneonatal period before 
discharge. However, neurologic and developmental 
abnormalities were observed only in 3 of 20 
surviving RIS infants (15 percent) at the latest 
followup examination performed between 15 
months and 3.5 years of age. (27 refs.) 


Department of Paediatrics 
University Hospital 
S-221 85 Lund, Sweden 


2354 USHER, ROBERT H.; SAIGAL, SORO}; 
O’NEILL, ALLISON; SURAINDER, 
YELDAND!; & CHUA, LE-BENG. Estima- 
tion of red blood cell volume in premature 


infants with and without respiratory 
distress syndrome. Biology of the Neonate, 
26: 241-248, 1975. 


Infants with respiratory distress syndrome (RDS) 
averaged lower red cell volume than those without 
RDS when red blood cell volume was estimated 
indirectly from plasma volume and_ venous 
hemocrit measurements in 262 consecutively 
delivered premature infants of less than 37 weeks’ 
gestation. The 262 subjects were divided into three 
equal groups according to size of red cell volume, 
and their RDS experience was analyzed. Those 
with the smallest red cell volumes (mean value 
equivalent to immediate cord clamping) had a 
fatality rate of 10.3 percent. The intermediate 
group, with mean red cell volume equal to 30-45 
seconds delay in cord clamping, had a 5.7 percent 
fatality rate. Infants with the largest red cell 
volume had the longest average delay in cord 
clamping (5 minutes) and the lowest fatality rate 
(2.3. percent) from RDS. Birth weight and 
gestational age were similar in all three groups. 
Whether decreased red cell volume in infants who 
die of RDS is ascribable to earlier cord clamping is 
a question needing resolution by a prospective 
study including sufficient numbers of premature 
infants with RDS. However, based on the results 


of the present study, it is recommended that. 


clamping the umbilical cord of premature babies 
can be delayed for 1 to 1.5 minutes, thereby 
allowing placental transfusion and decreasing the 
risk of death from RDS. (19 refs.) 


Neonatal Unit, Women’s Pavilion 
Royal Victoria Hospital 

687 Pine Avenue West 

Montreal H3A 1A1, Canada 
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2355 Pneumothorax in the newborn. British 
Medical Journal, 4(5992):310, 1975. 


Recognition of pneumothorax in the newborn is 
stressed, since it may require urgent treatment, but 
in many cases no active treatment is necessary. A 
recent survey by Yu and his colleagues noted that 
pneumothorax was detected clinically in only 0.3 
percent of live births. One-third of the cases 
occurred in term infants without evidence of 
underlying lung disease; although some had 
required resuscitation at birth, in most cases the 
condition was associated with the aspiration of 
meconium or blood. Symptoms of respiratory 
difficulty from pneumothorax usually occur 
within minutes after birth, and include tachypnea, 
intercostal recession, displacement of the apex 
beat, and poor entry on the affected side. 
Diagnosis should always be confirmed by radio- 
graphy, if possible. If pneumothorax is confirmed 
radiologically, the decision to aspirate depends on 
the severity of the symptoms and whether or not 
they are progressing. In most cases, spontaneous 
resolution takes place; it may be accelerated by 
the administration of oxygen. Two-thirds of the 
cases in Yu’s study occurred in premature infants 
with hyaline membrane diseases, especially those 
requiring ventilatory assistance. The mortality rate 
is high in infants with complications in the course 
of hyaline membrane disease. (8 refs.) 


2356 POLE, GRAHAM J. R.; & MCALLISTER, 
T. A. Gastric aspirate analysis in the 
newborn. Acta Paediatrica Scandinavica, 
64(1):109-112, 1975. 


The polymorphonuclear leukocyte (PMNL) con- 
tent of gastric aspirates was evaluated as a 
diagnostic test for perinatal infection by counting 
aspirate PMNL in infected, asphyxiated, and 
normal infants. Ss were 107 unselected infants 
between birth and 4 days of age. Single aspirates 
from 72 and series aspirates from 35 were 
collected into a sterile container, either at birth or 
at least 4 hours after a feed. Aspirates were 
examined for bacterial content and cellularity. 
Findings showed that: 1) a positive culture has no 
pathological significance; 2) there is no correlation 
between aspirate cellularity and bacterial culture; 
3) an excess of polymorphonuclear leukocytes 
(PMNL) in aspirates collected at birth is a 
pathological but nonspecific stress response; and 
4) there is a physiological rise and fall in the 
aspirate PMNL content parallel to that in the 
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peripheral blood after birth. If pneumonia is 
suspected at birth, aspirate cellularity is a useful 
screening test, but it must be interpreted with 
caution, particularly in asphyxiated infants and in 
any newborn infant neonate after the first 12 
hours. (8 refs.) 


Royal Hospital for Sick Children 
Glasgow G38S], Scotland 


2357 SVENNINGSEN, N. W. Single injection 
polyfructosan clearance in normal and 
asphyxiated neonates. Acta Paediatrica 
Scandinavica, 64(1):87-95, 1975. 


The glomerular filtration rate in newborn babies in 
relation to gestational and postnatal age was 
evaluated by a single injection polyfructosan 
clearance method, and the glomerular filtration 
rate was compared in asphyxiated and non- 
asphyxiated infants in the postnatal period. 
Glomerular filtration was studied in 36 newborn 
infants (term and preterm) by repeated measure- 
ments of the single injection polyfructosan 
clearance rate (GFRpfr). Ss were studied on 3 
occasions, at ages of 01, 2-4, and 5-7 weeks, 
respectively. The results showed that in both 
groups of infants, there is a rapid increase of 
GFRpfr within increasing postnatal age. The 
postnatal development of glomerular filtration rate 
is more closely related to extrauterine excretory 
needs than to the maturational stages and 
gestational age at birth. In the first postnatal week, 
the GFRpfr was significantly lower in the 
asphyxiated infants than in the nonasphyxiated 
term infants of the same postnatal age. After the 
first 7 days of life, there was a rapid enhancement 
of GFR in the asphyxiated infants, reaching values 
almost equal to those found in healthy infants. (36 
refs.) 


Department of Pediatrics 
Lasarettet S-22185 
Lund, Sweden 


2358 CEGRELL, L.; & SVENNINGSEN, N. W. 
Successfully treated pneumopericardium in 


a newborn infant during IPPV. Acta 
Paediatrica Scandinavica, 64(1):135-137, 
1975. 

A newborn infant with idiopathic respiratory 


distress syndrome was successfully treated for 
pneumopericardium and cardiac tamponade. 
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Pleural drainage was performed and x-rays, a few 
hours later, revealed that the pneumothorax and 
the pneumopericardium had diminished. The 
infant’s condition later deteriorated; percutaneous 
pericardial puncture was performed, and cardiac 
massage was started simultaneously. Pleural 
drainage was continued for 7 days. At age 8 days 
the baby was weaned off the ventilator; at age 7 
weeks, she recovered and was dismissed from the 
hospital. Treatment of pneumopericardium should 
be immediate percutaneous pericardial puncture if 
cardiac tamponade is suspected. It seems advisable 
to start treatment with pleural drainage if signs of 
Cardiac tamponade are not present when pneu- 
mopericardium occurs in combination with pneu- 
mothorax. Percutaneous pericardial puncture 
should be performed immediately if pleural 
drainage does not substantially improve the 
clinical condition. (16 refs.) 


University Hospital 
Lund, Sweden 


2359 AHLSTROM, HANS. Pulmonary mechan- 
ics in infants surviving severe neonatal 
respiratory insufficiency. Acta Paediatrica 
Scandinavica, 64(1):69-80, 1975. 


The extent of remaining manifest or subclinical 
abnormalities of lung function after mechanical 


ventilation or continuous positive airway pressure 


(CPAP) treatment was surveyed. Ss were 24 
survivors of severe neonatal ventilatory insuf- 
ficiency: 15 infants with idiopathic respiratory 
distress syndrome (IRDS), 6 with recurrent severe 
apneic spells, and 3 with postasphyxia syndrome. 
Nine infants were treated with intermittent 
positive pressure ventilation (IPPV). Among the 15 
IRDS infants, 5 were treated with IPPV, 3 with 
CPAP via an endotracheal tube, and 7 with CPAP 
applied via a face chamber. After prolonged 
treatment, IPPV-treated infants generally had 
lower than expected values of dynamic compliance 
and pulmonary conductance. Regardless of diag- 
nosis or treatment, all infants treated with CPAP 
via a face chamber had normal mechanics, but a 
trend towards obstruction of the airways after 
varying periods of time was observed in most 
infants. One infant treated with CPAP via an 
endotracheal tube and given pure oxygen for a 
long time had gross abnormalities suggesting 
bronchopulmonary dysplasia. The present method 
for standardized investigations and computerized 
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calculations of pulmonary mechanics in infants has 
proved to be useful to indicate disturbed 
pulmonary mechanics. (41 refs.) 


University Hospital of Lund 
Lund, Sweden 


2360 HART, MICHAEL NOEL; GALLOWAY, 
GREGG M.; & DUNN, MARTIN J. 
Perivascular anoxia-ischemia lesions in the 
human brain. Neurology, 25(5):477-482, 
1975. 


Human anoxia-ischemia associated with a serum 
hyperosmolal state was reported in a 42-year-old 
woman, an 80-year-old man, and a 36-year-old 
man. All 3 cases demonstrated the association of a 
hypotensive episode and serum hyperosmolality, 
although the sequence of events varied consider- 
ably in each one. The cortical lesions in all cases 
consisted of focal necrosis surrounding small 
vessels that showed either endothelial swelling and 
hyperplasia or dilation, without evidence of 
thrombi or emboli. Thus, neuronal damage 
probably was secondary to a perfusion deficit in 
these areas. All the cases showed classic neuronal 
ischemic changes in the cerebellar Purkinje cells 
and, in 2 cases, in the hippocampal neurons; all the 
changes were unassociated with vascular lesions. 
These findings support generally accepted beliefs 
in the “selective vulnerability’’ of Sommer sector 
neurons and Purkinje cells. From a_ purely 
morphologic point of view, the lesions are 
reminiscent of ‘“no-reflow” lesions seen in 
experimental animals rendered ischemic. (13 refs.) 


Department of Pathology (Neuropathology ) 
University of Missouri Medical Center 
Columbia, Missouri 65201 


2361 DE SOUZA, S. W.; JOHN, R. W.; 
RICHARDS, B.; & MILNER, R.D.G. Fetal 
distress and birth scores in newborn 
infants. Archives of Disease in Childhood, 
50(12):920-926, 1975. 


Fetal distress was associated with low birth scores 
in infants at 1 and 5 minutes of age as the result of 
a study of 2,791 pregnancies. Fetal distress was 
defined as a heart rate >160 or <120/min. 
between uterine contractions, with or without 
meconium-stained liquor. Infants of 28 to 42 
weeks’ gestational age were examined for heart 
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rate, respiration and skin color. Although these 3 
parameters are inter-related, infants did not always 
score equally on all three. Color usually gave a 
birth score of 5, but the heart rate was still 
recordable when infants scored 0 for color and 
respiration. Birth scores recorded a greater drop in 
the presence of both meconium-stained liquor and 
abnormal fetal heart rate than with meconium- 
stained liquor alone, the latter being a sign of fetal 
deterioration during labor. A significantly greater 
proportion of preterm infants who had not 
suffered fetal distress had low birth scores in 
comparison to term or post-term infants at 5 
minutes of age. Although it was possible to 
diagnose fetal asphyxia by conventional methods 
during labor in the majority of mothers, more 
sophisticated techniques are necessary for an 
accurate assessment of fetal condition for 93 
mothers in whom there was no indication of fetal 
distress prior to birth. (24 refs.) 


University Department of Child 
Health 

St. Mary’s Hospital 

Hathersage Road 

Manchester M13 OJH England 


2362 SUDO, NORIHITO; & *WEINGOLD, 
ALLAN B. Obstetric aspects of the 
Guillain-Barre syndrome. Obstetrics and 


Gynecology, 45(1):39-43, 1975. 


Twenty-seven cases of Guillain-Barre syndrome in 
pregnancy have been reported in the world 
literature. Uncomplicated cases diagnosed in the 
first or second trimester have an_ excellent 
prognosis for normal vaginal delivery at term. The 
occurrence of the disease in late pregnancy is a 
high-risk maternal condition, although fetal 
prognosis is generally favorable. Respiratory 
failure and aspiration pneumonitis may result in 
premature labor and maternal mortality. Induction 
of labor to improve respiratory difficulty during 
the third trimester of pregnancy remains a 
controversial subject. One observed case had 
premature labor and delivery at 34 weeks’ 
gestation, 10 days after the onset of her illness, 
but only a few hours after aspiration, tracheos- 
tomy, and intermittent positive pressure breathing 
treatment had been initiated. Forceps were used to 
prevent fetal injury. Normal spontaneous delivery 
4 months after the onset of disease was observed 
in a second case. This patient had a normal course 
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in labor and was able to assist her second stage 
with adequate increased abdominal pressure. (19 
refs.) 


*Department of Obstetrics & 
Gynecology 

George Washington University 

School of Health Sciences 

Washington, D.C. 20037 


2363 AL-SALIHI, FAROUK; CURRAN, JOHN 
P. Airway obstruction by displaced eye 
mask during phototherapy. American Jour- 
nal of Diseases of Children, 129(11):1362, 
1975. (Letter) 


The first case of respiratory distress as the result of 
upper-airway obstruction by an eye mask was 
reported. A female infant at term had moderate 
respiratory distress at age 3 days. She had been 
receiving phototherapy because of significant 
hyperbilirubinemia at 48 hours of age. During 
phototherapy, a single strap eye mask was applied. 
The infant experienced respiratory distress, un- 
doubtedly caused by complete bilateral nostril 
obstruction by the displaced eye mask. Since 
displacement of eye masks during phototherapy 
occurs often, we recommend that a multiple strap 
eye mask be used. In addition, the mask should be 
secured carefully, frequently inspected, and 
removed once daily to examine or inspect eye 
conditions unrelated to phototherapy. 


Medical Center 
50 Baldwin Avenue 
Jersey City, New Jersey 07304 


2364 LAVYNE, MICHAEL H.; MOSKOWITZ, 
MICHAEL A.; LARIN, FRANCES; 
ZERVAS, NICHOLAS T.; & WURTMAN, 


RICHARD Jj. Brain H°%-catecholamine 
metabolism in experimental cerebral 
ischemia. Neurology, 25(5):483-485, 
1975. 


H?-dopamine was administered intraventricularly 
into gerbil brain dopamine pools 4 hours prior to 
unilateral ligation of the common carotid artery. 
Brain H%-metabolites were measured 24 hours 
later. About 50 percent of the gerbils manifested 
contralateral hemiparesis, unilateral ptosis, ipsi- 
lateral circling behavior, and neglect of sensory 
stimuli applied to the contralateral side. In these 
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animals, brain H®-catecholamines were profoundly 
depressed ipsilateral to the lesion. Within brain 
regions known to receive dopaminergic projec- 
tions, common carotid ligation also was associated 
with a selective decrease in the concentration of 
H®-deaminated metabolites. The data showed that 
the reduction in the brain catecholamines within 
the lesioned hemisphere reflects release of these 
compounds from anoxic-ischemic neurons, and 
not simply a decrease in their synthesis. The 
findings also suggested that oxidative metabolism 
of catecholamines is depressed within the ischemic 
region. (8 refs.) 


Department of Nutrition and Food 
Science 

Laboratory of Neuroendocrine 
Regulation 

Massachusetts Institute of Technology 

Cambridge, Massachusetts 02139 


2365 THOM, MICHAEL L.; & *ZACHMAN, 
RICHARD D. The enzymes of lecithin 
‘biosynthesis in human neonatal lungs. IV. 
Phosphorylcholine cytidyltransferase. 
Pediatric Research, 9(4):201-205, 1975. 


Since lecithin is a major component of lung 
alveolar surfactant, and a relationship between 
lung surfactant and neonatal respiratory distress 
has been established, lecithin biosynthesis in 
human neonatal lung was investigated by assaying 
the enzyme activities of phosphorycholine cy tidyl- 
transferase, which catalyzes the transfer of 
phosphorycholine to cytidine 5’-triphosphate 
(CTP) to form cytidine diphosphorylcholine 
(CDP-choline). Specifically, the effect on enzyme 
activity of protein concentration, pH, frozen 
homogenate, and frozen whole tissue aging, 
postmortem aging before obtaining tissue, and 
oxygen was determined. The kinetic constant for 
each substrate over varying concentrations of the 
second substrate was determined and suggested a 
possible allosteric effect of previous binding of 
CTP to the enzyme on the subsequent binding of 
choline. The significance of these findings will 
depend on further purification and characteriza- 
tion of phosphorylcholine cytidyltransferase from 
human neonatal lung. (38 refs.) 


*Department of Pediatrics 
Wisconsin Perinatal Center 
720 South Brooks Street 

Madison, Wisconsin 53715 


2366 SWANSTROM, S.; ELISAGA, I. VILLA; 
CARDONA, L.; CARDENES, A; 
MENDEZ-BAUER, C.; & *ROOTH, G. 
Transcutaneous PO, measurements in 
seriously ill newborn infants. Archives of 
Diseases in Childhood, 50(12):913-919, 
1975. 


Very ill newborn infants can usefully be 
monitored with the Hutch tcPO, equipment with 
the object of keeping the oxygen tension at a 
normal level, although severe vasoconstriction may 
occasionally be a problem. The reliability and 
Clinical usefulness of the method is illustrated in 4 
cases of severely ill newborn infants. Continuous 
tcPO, monitoring of these infants was found to 
give more useful and reliable information of their 
oxygen status than merely looking for color 
changes, or monitoring heart rate, respiratory rate, 
or impedance. It was possible to determine 
immediately any interference with the oxygen 
supply and the optimum moment to intubate. 
How the infant would fare when removed from 
the respirator could be quickly evaluated from 
tcPO, values. Blood sampling for seriously ill 
newborns is still necessary to monitor the 
acid-base balance, although the number of samples 
can be reduced. (11 refs.) 


*Perinatal Research Unit 
Department of Paediatrics 
Uppsala University Hospital 
S-750 14 Uppsala, Sweden 


2367 SVEGER, T.; & EKELUND, H. Variations 
of protease inhibitors in foetuses, newborn 
infants and in some neonatal disorders. 
Acta Paediatrica Scandinavica, 
64(5):763-769, 1975. 


The variation of the protease inhibitors alpha, - 
antitrypsin, alpha, -antichymotrypsin, and alpha,- 
macroglobulin in fetuses and newborn infants with 
neonatal disorders, especially idiopathic respira- 
tory distress syndrome (IRDS), is discussed. 
Nineteen infants with IRDS were studied together 
with fetuses and control term and preterm infants. 
In the fetuses, alpha,-antitrypsin was normal, 
antichymotrypsin 2 percent and alphaz-macro- 
globulin 33 percent of the normal adult level. The 
IRDS infants had significantly reduced concentra- 
tion of alpha,-antitrypsin and antichymotrypsin 
on the first day, but the level increased to normal 
on the second day. The protease inhibitors were 
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increased in infants born after premature rupture 
of the fetal membranes. Although the part played 
by the protease inhibitors in the pathogenesis of 
IRDS is not completely understood, the inhibitors 
may be important in the dissolution of the hyaline 
membranes, protecting against pulmonary vaso- 
constriction, protecting pulmonary tissue against 
leukocyte and macrophage proteolytic enzymes, 
and inhibiting the release of or counteracting 
vasoactive substances that might take part in the 
development of shock in IRDS babies. (31 refs.) 
(Author abstract modified) 


Department of Paediatrics 
Malmo Allmanna Sjukhus 
214 01 Malmo, Sweden 


2368 FISHER, DAVID E.; PATON, JOHN B.; & 
BEHRMAN, RICHARD E. The effect of 
phenobarbital on asphyxia in the newborn 
monkey. Pediatric Research, 9(4):181-184, 
1975. 


The circulatory changes associated with asphyxia 
and the effects of phenobarbital on these changes 
in the newborn monkey were studied. Six infants 
were untreated and 8 revealed phenobarbital 
during the experimental protocol; all other aspects 
of the protocol were the same for every infant in 
the study. Although all organ blood flows during 
asphyxia were reduced on a millimeter per minute 
per gram basis, there was preferential redistribu- 
tion of blood to heart and paleoencephalon. The 
percentage of cardiac output to cerebral hemi- 
spheres during asphyxia was maintained, whereas 
percentage of cardiac output to kidneys, liver and 
gastrointestinal tract was decreased, which indi- 
cated a relatively greater underperfusion of these 
organs. There was no difference in response 
between treated and untreated infants. Although 
the dose of phenobarbital used was adequate to 
produce sedation, it may not have been large 
enough to demonstrate a protective effect. 
Anesthetic levels may be required to detect clinical 
evidence of protection form asphyxia. (22 refs.) 


Department of Pediatrics 
Michael Reese Medical Center 
29th Street and Ellis Avenue 
Chicago, Illinois 60616 
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2369 SAUGSTAD, OLA  DIDRIK. Hypo- 
xanthine as a measurement of hypoxia. 
Pediatric Research, 9(4):158-161, 1975. 


Hypoxanthine was found to be a sensitive 
parameter of hypoxia of the fetus and the 
newborn infant. The hypoxanthine concentration 
in the plasma of the umbilical cord of 29 newborn 
infants with normal delivery ranged from 
0-11umol/liter with a mean of 5.8umol/liter, SD 
3.0umol/liter. In 12 infants with clinical signs of 
intrauterine hypoxia the hypoxanthine level in the 
umbilical cord plasma was increased in 10 infants 
compared with the reference group. The hypo- 
xanthine level of this group ranged from 
6.0-61.5umol /liter with a mean of 25.Oumol/liter. 
The difference between this group and the 
reference group was significant (p<0.01) according 
to the Wilcoxon test. The plasma hypoxanthine 
concentrations in 2 premature infants developing 
idiopathic respiratory distress were monitored 
using a new method based on the principle that 
PO, decreases when hypoxanthine is oxidized to 
uric acid. These levels, measured with a PO, 
electrode, showed increased values in one infant 
more than 24 hours after a period of hypoxia 
necessitating artificial respiration. The rate of the 
decrease of hypoxanthine in umbilical arterial 
plasma of 3 newborn infants with clinical signs of 
intrauterine hypoxia was also measured and was 
found to be 10umol/liter/nour. Because the 
degradation of hypoxanthine was so slow, the 
possibilities of a retrospective hypoxia diagnosis 
are indicated. It is also expected that hypo- 
xanthine will express the degree of hypoxia 
regardless of the etiology of the hypoxia. (22 refs.) 


Institute for Surgical Research 
Rikshospitalet, Oslo 1, Norway 


2370 SAUGSTAD, O. D. The determination of 
hypoxanthine and xanthine with a PO, 
electrode. Pediatric Research, 
9(7):575-579, 1975. 


Since it has been shown that the oxypurine level in 
umbilical cord plasma is increased in newborn 
infants with intrauterine hypoxia, a quick, simple 
method for determining hypoxanthine and 
xanthine concentration in plasma and urine seems 
needed. The principle that oxygen is consumed 
quantitatively when hypoxanthine and xanthine 
are oxidized to urate by xanthine oxidase is the 
basis of the method used. A direct measure of the 
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hypoxanthine and xanthine concentration is 
obtained by using Henry’s Law. The method seems 
to be specific during physiologic conditions, 
although xanthine oxidase is nonspecific. Com- 
pared with established methods, the advantages of 
this method are simplicity, speed, and capability 
of determining the metabolites with good 
precision in the low concentrations found in 
human plasma. (19 refs.) 


University Hospital 
Uppsala, Sweden 


2371 BARTH, P. G.; VAN WIJNGAARDEN, G. 
K.; & BETHELEM, J. X-linked myotubular 
myopathy with fatal neonatal asphyxia. 
Neurology, 25(6):531-536, 1975. 


A case of a family with X-linked myotubular 
myopathy is described and compared to an earlier 
case. The clinical picture includes decreased fetal 
movements; hydramnios, in at least 3 cases, 
probably resulting from insufficient swallowing in 
utero; and asphyxia at birth. Respiratory failure at 
birth was present in all the cases in both families. 
The death rate in the present family is 100 percent 
(13 of 13) compared to 25 percent (2 of 8) in the 
earlier described family. In the present family 
many myotubes were found in the muscle tissue of 
3 autopsy cases, and in 5 definite female carriers 
muscle biopsy revealed changes, including 
myotubes in 4. Genealogic investigation back to 
the beginning of the nineteenth century revealed 
that the families were not related. An important 
finding in both families is the possibility of 
recognizing clinically healthy female carriers by 
muscle biopsy. (12 refs.) 


Pediatric Department 

Free University Hospital 

de Boelelaan 1117 

Post Office Box 7057 

Amsterdam 1011, The Netherlands 


2372 PUROHIT, DILIP M.; CALDWELL, 
CANDACE; & LEVKOFF, ABNER H. 
Clinical memorandum: multiple rib frac- 
tures due to physiotherapy in a neonate 
with hyaline membrane disease. American 
Journal of Diseases of Children, 
129(9):1103-1104, 1975. 


Chest therapy administered to a newborn infant 
with prolonged respiratory distress led to fractures 
of the right sixth and seventh and left eighth ribs. 
Percussion was done by hand, and vibration was 
accomplished by electric toothbrush. Apparently 
the force used, in spite of the technical expertise 
of the nursing personnel, was enough, either alone 
or in concert with the stress due to respiratory 
distress, to fracture the rib cage. The fractures may 
have occurred around 58 to 68 days of age. Had 
they been diagnosed following hospital discharge, 
the infant might have been labeled as a case of 
parental child abuse. (8 refs.) 


Department of Pediatrics 

Medical University of South Carolina 
80 Barre Street 

Charleston, South Carolina 29401 


2373 BRANN, ALFRED W., JR.; & MYERS, 
RONALD E. Central nervous system 
findings in the newborn monkey following 
severe in utero partial asphyxia. Neuro/- 
ogy, 25(4):327-338, 1975. 


A study is reviewed which indicates that in utero 
fetal asphyxia sets in motion a vicious cycle of 
brain swelling leading to stasis of blood flow and, 
finally, cerebral necrosis. Intrauterine asphyxia 
was produced by respiring 8 rhesus monkeys with 
an anesthetic gas mixture sufficiently rich in 
halothane (fluorothane) to cause significant 
lowering of blood pressure in the mother. Three 
animals served as controls. Asphyxia developed in 
all fetuses whose mothers were exposed to 
halothane in concentrations sufficient to lead to 
hypotension. The resultant asphyxia was main- 
tained for up to 5 hours during which time the 
fetal mean blood pressure decreased from 42 to 
35mm Hg. All the asphyxiated fetuses required 
resuscitation at delivery. During an average of 46 
hours of survival, 5 of the 8 experimental animals 
exhibited seizures, and 5 developed retinal 
hemorrhages. These clinical findings are similar to 
those observed in human newborns who have 
suffered severe intrapartum asphyxia and who die 
within the first days of life. The asphyxiated 
human infant at birth commonly exhibits a low 
Apgar score and requires resuscitation, with 8 to 
22 percent having seizures 12 to 24 hours after 
delivery. The delayed appearance of seizures 
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following intrapartum asphyxia in the human 
corresponds to the delayed appearance of seizures 
of the newborns in the present study. (36 refs.) 


Department of Pediatrics 

School of Medicine 

University of Mississippi Medical Center 
2500 North State Street 

Jackson, Mississippi 39216 


2374 MYERS, RONALD E. Fetal asphyxia due 
to umbilical cord compression. Biology of 
the Neonate, 26(1):21-43, 1975. 


A term monkey fetus underwent an 180 degree in 
utero version, causing a kinking and compression 
of its umbilical cord and an extended period of 
severe partial asphyxia in utero. An episode of 
total asphyxia followed complete collapse of the 
umbilical circulation. Leakage of amniotic fluid 
after repair of the uterus may have contributed to 
the severity of the cord compression. The newborn 
monkey was reoxygenated, and cardiovascular 
performance improved rapidly in spite of severe 
acidosis. The animal was killed 13 days after its 
birth, thus allowing easy identification of tissue 
alteration. The brain revealed severe paracentral 
cortical and basal ganglia damage, as well as 
symmetrical damage to the nuclei in the lower 
brain stem and in the thalamus, 3 zones of injury 
attributed to the partial, the partial combined with 
the total, and the total asphyxia, respectively. This 
case substantiates the fact that compression of the 
umbilical cord may cause brain damage of 
different types, depending on the duration and 
severity of the asphyxia induced. It also indi- 
cates that recovery is possible from a systemic 
acidosis where the pH values have fallen to levels 
below 6.70 for up to an hour. (16 refs.) 


National Institutes of Health 
Bethesda, Maryland 


2375 HANDFORD, H. ALLEN. Brain hypoxia, 
minimal brain dysfunction, and schizo- 
phrenia. American Journal of Psychiatry, 
132(2):192-194, 1975. 


The hypothesis that individuals who suffer brain 
hypoxia prenatally, perinatally, or immediately 
postnatally constitute a population at risk for 
minimal brain dysfunction (MBD) and _ for 
schizophrenia in adulthood is presented. A 
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corollary of this hypothesis is that the type and 
age of onset of schizophrenia are determined 
within a system composed of factors which 
include: the anatomic location within the brain 
(including the brain stem) of the hypoxic effects; 
the degree of hypoxia and related brain tissue 
damage; the stage of brain development at which 
the hypoxia occurred; and the patient’s interaction 
with his family and social environment. The 
awareness that MBD children are handicapped and 
at risk for schizophrenia is of epidemiologic 
significance in delineating a target population for 
research and early case finding. Counseling such 
families should include a reality-based framework 
which concentrates on parental feelings toward the 
MBD child and on helping parents to cope with 
their affective and cognitive problems rather than 
focusing on a concept of parental causality. A 
program for families with children at risk for 
schizophrenia is described. (5 refs.) 


Child Development Center 
1605 West Main Street 
Norristown, Pennsylvania 19401 


2376 MCCLURE, GARTH; HICKS, ELAINE; 
GREENE, ELLA; & REID, MARK. 
Gastric-aspirate _lecithin/sphingomyelin 
ratio. Lancet, 2(7945):1155, 1975. 
(Letter) 


Lecithin/sphingomyelin (L/S) ratios of amniotic 
fluid obtained at anterior amniotomy were 
compared with gastric aspirate obtained within 30 
minutes of birth as predictors of the respiratory 
distress syndrome. The L/S ratios were estimated 
by the method of Gluck. In 51 of 53 paired 
samples, the L/S ratios were in the same 3 
predictive zones: <1.5, 1.5-2.0, >2.0. Generally, 
the results from aspirate were slightly higher than 
from amniotic fluid, and the gastric aspirate was in 
a higher zone than the amniotic fluid in 2 
exceptional cases. This test may become as useful 
as the amniotic fluid L/S ratio in the prediction of 
the idiopathic respiratory distress syndrome. (5 
refs.) 


Department of Child Health 
Queen’s University of Belfast 
Institute of Clinical Science 
Grosvenor Road 

Belfast BT 12 6BJ, Northern Ireland 
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2377 GEBHARDT, DAVID O. E.; & 
BEINTEMA, ANNEKE. A_ comparison 
between the lecithin/sphingomyelin ratio 
of Gluck and other phospholipid values of 
amniotic fluid. American jfournal of 
Obstetrics and Gynecology, 
122(6): 734-736, 1975. 


Although the lecithin/sphingomyelin (L/S) ratio 
correlates reasonably well with 3 other phospho- 
lipid values (total lecithin content, acetone- 
insoluble lecithin content, and total lecithin/total 
phospholipids ratio), it is a more valuable indicator 
of fetal respiratory distress than the other indices. 
In cases studied over a 2-year period, there was no 
respiratory distress in newborn infants when the 
L/S ratio of amniotic fluid was greater than 2.0, 
even when the other indices suggested that the 
fetal lungs were still immature. The combination 
of an L/S ratio less than 2.0 with mature values for 
the other phospholipids was rare. (16 refs.) 


Department of Obstetrics and Gynecology 
Academic Hospital 
Leiden, Holland 


2378 SHEPARD, FRANK M. Current status of 
management of hyaline membrane disease. 
Southern Medical Journal, 
68(12):1467-1468, 1975. (Editorial) 


It is possible to lower the mortality and morbidity 
from hyaline membrane disease significantly 
without major risk of pulmonary or central 
nervous system damage among survivors. The 
improved outlook for premature infants with 
hyaline membrane disease is related to aggressive 
neonatal management. Crucial measurements 
include meticulous nursing care, prompt recogni- 
tion of respiratory distress, and careful prevention 
of complications from hypothermia, acidosis, and 
hypoxia, without superimposition of iatrogenic 
problems related to either high oxygen administra- 
tion, umbilical catheterization or medications. 
Well controlled studies could indicate more 
effective treatment measures and determine 
long-term impact of current forms of therapy. (4 
refs.) 


Creighton University School of Medicine 
Department of Pediatrics 

Tenth and Castelar 

Omaha, Nebraska 60108 
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2379 WOOD, GARY P. The evaluation of fetal 
lung maturity by amniotic fluid analysis. 
Southern Medical Journal, 68(5):538-541, 
1975. 


An accurate measure for evaluating fetal lung 
maturity is necessary to decrease the incidence of 
respiratory deficiency syndrome (RDS) in pre- 
mature infants. In evaluating fetal lung maturity, 3 
different amniotic fluid studies were used: 1) the 
lecithin:sphingomyelin (L:S) ratio; 2) the 
Creatinine concentration in the amniotic fluid; and 
3) the percentage of orange cells in the amniotic 
fluid after staining with Nile blue sulphate. 
Findings showed that fetal lung maturity corre- 
lated well within: 1) a “fat” cell concentration of 
30 percent or more; 2) a creatinine of 
2.0mg/1100m! or more; 3) an L:S ratio of 2.0 or 
greater. The study suggests that the use of several 
different amniotic fluid studies increases the 
accuracy of estimating fetal lung maturity. (10 
refs.) 


University of Mississippi Medical 
Center 
Jackson, Mississippi 


2380 BARR, PETER A.; JENKINS, PATRICIA 
A.; & BAUM, J. DAVID. Lecithin/sphingo- 
myelin ratio in hypopharyngeal aspirate of 
newborn infants. Archives of Disease in 
Childhood, 50(11):856-861, 1975. 


The lecithin/sphingomyelin (L/S) ratio was mea- 
sured in the hypopharyngeal aspirate of 41 
newborn infants and was investigated in relation to 
their clinical course. In 20 infants without 
respiratory distress, the ratio within 24 hours from 
birth ranged from 1.5 to 5.8 (mean value 3.3). The 
ratio ranged from 2.0 to 6.7 (mean value 3.2) in 6 
infants with transient tachypnea of the newborn 
and from 0.9 to 2.1 (mean value 1.4) in 15 with 
idiopathic respiratory distress syndrome (RDS), 
the ratio within 24 hours from birth being 1.7 or 
less in 14 infants in the latter group. Serial 
hypopharyngeal aspirate L/S ratios were deter- 
mined during the first 96 hours from birth in 13 
infants with RDS. Three of the 6 infants who had 
not required assisted ventilation had not reached a 
ratio of 2.0 by 96 hours, whereas only 1 of the 7 
infants who had required assisted ventilation had 
not reached this ratio within the same period. The 
findings seem to indicate that a hypopharyngeal 
aspirate L/S ratio of less than 1.5 in an infant with 
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respiratory distress is presumptive evidence of 
biochemical pulmonary immaturity and, by 
inference, of RDS. (22 refs.) 


Department of Paediatrics 

Univeristy of Oxford 

John Radcliffe Hospital 

Headington, Oxford OX3 9DU, England 


2381 MORISHIMA, HISAYO O.; DANIEL, 
SALHA S.; RICHARDS, ROBERT T.; & 
JAMES, L. STANLEY. The effect of 
increased maternal PaO, upon the fetus 
during labor. American Journal of Obstet- 
rics and Gynecology, 123(3):257-264, 
1975. 


Thirty-six pregnant subhuman primates were 
divided into 2 groups, one in which the fetus was 
not asphyxiated and showed no evidence of fetal 
distress (Group |), and another in which the fetus 
was acidotic, hypoxic, and exhibited the pattern 
of late deceleration of the heart rate (Group II). 
Administration of 100 percent oxygen to all 
mothers for an average period of 30 minutes 
elevated PaO, to a mean of 429+25mm Hg 
without altering the acid-base state. The effect was 
increased fetal oxygen levels in Group | and, in 
most instances, in Group II, without significant 
changes in acid-base status. In Group II, maternal 
hyperoxemia also abolished or reduced the 
frequency of late decleration of the fetal heart in 
most animals but had little or no effect on fetal 
blood pressure. Maternal and fetal oxygen levels 
fell to their original values, and late fetal heart 
decelerations reappeared upon termination of 
high-concentration oxygen to the mother. This 
treatment of fetal asphyxia prevents further 
aggravation in fetal hypoxemia in most animals, 
but the beneficial effect will be small. (15 refs.) 


Department of Anesthesiology 
College of Physicians and Surgeons 
Columbia University 

630 W. 168th Street 

New York, New York 10032 


2382 THIBEAULT, DONALD W.; 
EMMANOUILIDES, GEORGE (C-,; 
NELSON, RONALD J.; LACHMAN, 
RALPH S.; ROSENGART, RONALD M.; 
& OH, WILLIAM. Patent ductus arteriosus 


complicating the respiratory distress 
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syndrome in preterm infants. Journal of 
Pediatrics, 86(1):120-126, 1975. 


Forty-six infants of 25-34 weeks’ gestation with 
birth weights appropriate for gestational age had 
respiratory distress syndrome (RDS) complicated 
by patent ductus arteriosus (PDA), established by 
single film aortography or by clinical diagnosis and 
confirmation at surgery. Thirty-four infants had 
mild to moderate RDS, and 12, severe RDS; Ss in 
the latter group had significantly earlier onset of 
massive cardiomegaly and a higher mortality rate. 
Five of 7 infants with severe RDS survived when 
the ductus was ligated; all 5 without surgery died. 
Surgical ligation of PDA did not appear to 
influence the mortality rate in the mild to 
moderate RDS group. All 14 infants operated on 
had massive cardiomegaly, however, as compared 
with only 1 infant in the group, not operated on. 
The estimated left-to-right shunt through the PDA 
by aortogram correlated well with heart size and 
the clinical diagnosis of heart failure. In most 
infants, ductal murmurs were not heard; patency 
of the ductus arteriosus was demonstrated by the 
aortograms performed at a mean age of 39 hours. 
Of the 18 out of 28 infants who survived beyond 1 
year of age and were available for follow-up, none 
had any evident clinical pulmonary disease. (13 
refs.) 


Department of Pediatrics 
Harbor General Hospital 
1000 W. Carson Street 
Torrance, California 90509 


2383 NEAL, WILLIAM A.; BESSINGER, F. 
BLANTON, JR.; HUNT, CARL E.; & 
LUCAS, RUSSELL V., JR. Patent ductus 
arteriosus complicating respiratory distress 
syndrome. Jfournal of Pediatrics, 
86(1):127-131, 1975. 


Among 396 newborn infants diagnosed with 
respiratory distress syndrome, 76 (19 percent) had 
Clinical findings indicative of patent ductus 
arteriosus (PDA), diagnosed usually between 5 
days and 3 weeks of age. The highest incidence of 
PDA occurred in the 1,500-1,999g birth weight 
range, with decreasing frequency in patients of 
higher birth weight. Evidence of excessive 
pulmonary blood flow and congestive heart 
failure, which was not recognized prior to 10 days 
of age in any patient, developed in 15 (20 percent) 
of the 76 patients with PDA. All 15 received 
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medical management initially. Seven patients 
improved, 3 died of other causes, and 5 were 
unimproved. These 5 underwent operative ligation 
and division of the PDA, and all survived the 
operation; only 2 patients showed improvement in 
their cardiorespiratory status, however. (21 refs.) 


Department of Pediatrics 
University of Minneapolis Hospitals 
Minneapolis, Minnesota 55455 


2384 LEES, MARTIN H. Commentary: patent 
ductus arteriosus in premature infants-a 
diagnostic and therapeutic dilemma. /our- 
nal of Pediatrics, 86(1):132-134, 1975. 


The problem of conflicting recommendations on 
division of the ductus in preterm infants with and 
without respiratory distress syndrome appears to 
stem from a lack of information concerning the 
mechanisms by which a patent ductus arteriosus 
(PDA} may influence hemodynamics, gas ex- 
change, pulmonary mechanics, and the develop- 
ment of bronchopulmonary dysplasia and con- 
cerning the extent to which a PDA with or 
without heart failure increases total body oxygen 
consumption secondary to increased myocardial 
and respiratory work. The normal lung may be 
thought of theoretically as having ventilation/ 
perfusion zones determined by the relationship 
between pulmonary artery pressure, alveolar 
pressure, and left atrial pressure. A fourth zone is 
postulated to exist when left atrial pressure rises to 
a critical value at which colloid osmotic and tissue 
hydrostatic forces are overcome and fluid 


transudation takes place. Under conditions of PDA 
with left atrial volume and pressure overload, 
desirable zone areas may be converted to 
undesirable Zone IV areas. A reliable noninvasive 
method utilizing echocardiography now exists for 
detecting increases in left atrial volume. Nonsurgi- 


cal closure of the ductus represents another 


hopeful line of investigation. (9 refs.) 


Department of Pediatrics 
Uniersity of Oregon Medical School 
Portland, Oregon 97201 


2385 KRAVATH, RICHARD E. Complications 
of ventilator therapy in respiratory distress 
syndrome. American Journal of Diseases 
of Children, 129(3):393, 1975. (Letter) 


The high incidence of pulmonary air leaks in 


patients with respiratory distress syndrome treated 
by assisted ventilation may be prevented by 
keeping the tip of the endotracheal tube at least 
2cms above the carina. The patients reported were 


treated for respiratory distress syndrome with 


assisted ventilation by means of a volume 


controlled ventilatory. Reproductions of the chest 


roentgenograms of several patients showed that 


the endotracheal tubes in some of them were at or 


beyond the carina, which could cause the 
introduction of the entire volume of air into one 
lung and atelectasis on the opposite lung. 


Department of Pediatrics 

Montefiore Hospital and Medical Center 
111 East 210th Street 

Bronx, New York 10467 
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2386 BROWN, J. K.; & HABEL, A. H. Toxic 
encephalopathy and acute brain-swelling in 
children. Developmental Medicine and 
Child Neurology 17(5):659-679, 1976. 


The child who presents with an acute endephalo- 
pathic illness poses a difficult diagnostic problem. 
The illness frequently is labeled tentatively as 
toxic encephalopathy or encephalitis, but many of 
these children used to be labeled as suffering from 


cortical thrombophlebitis. Whatever the cause of 
the disorder, acute brain-swelling is in many an 
intermediary mechanism and often the cause of 
death. Management of the child with acute 
encephalopathic illness includes definition of 
secondary defects in homeostasis and reduction of 
raised intracranial pressure by one of numerous 
methods. Many of the secondary effects are very 
amenable to treatment, provided that intensive 
observation and monitoring facilities are available. 
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If these children can be supported successfully 
during the acute phase, then the number surviving 
with mental and physical handicap from ‘acquired 
cerebral palsy’ may be reduced, imitating the 
success of newborn intensive care in reducing the 
frequency of perinatal handicap. (35 refs.) 


Simpson Memorial Maternity Division 
Lauriston Place 
Edinburgh EH3 9EF, Scotland 


2387 HENDERSON, KENNETH C. Hydro- 
metrocolpos in a newborn. American 
Journal of Diseases of Children, 


129(10):1190-1191, 1975. 


Hydrometrocolpos, distention of the uterus and 
vagina by nonsanguineous fluid, was diagnosed in a 
newborn infant shortly after birth. The occurrence 
of congenital hydrometrocolpos appears to depend 
on the coexistence of 2 factors: 1) the fetal 
uterine and cervical glands must have produced 
excessive secretions; and 2) outflow of the 
secretions through the infant’s vagina must have 
been obstructed. In an effort to correct the 
disorder, a large collection of fluid was imme 
diately removed from the distended vagina, and 
hymenotomy was performed. If a mass in or 
arising from the lower portion of the abdomen is 
associated with occlusion of the vaginal outlet, the 
abnormality should be suspected. The diagnosis is 
readily made by vaginogram. Incision of the 
transverse vaginal septum or hymenectomy is 
curative if the infant has no complicating 
urogenital anomalies. 


Medical Center of Central Georgia 
777 Hemlock Street 
Macon, Georgia 31201 


2388 REED, SWAYNE M.; BRODY, JACOB A.; 
& HOLDEN, E. MICHAEL Predicting the 
duration of Guam amyotrophic lateral 
sclerosis. Neurology, 25(3):277-280, 1975. 


An attempt was made on the island of Guam to 
determine characteristics of patients with amyo- 
trophic lateral sclerosis that might predict the 
subsequent course of the illness in Guam. A survey 
was conducted between the late 1950s and 1972, 
and the conditions for including patients were the 
diagnosis of amyotrophic lateral sclerosis by a 
neurologist and being a native Guamanian. 
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Survivorship was calculated by developing a life 
table using a method that takes into account the 
years lived to date for 45 living patients as well as 
the duration after clinical onset for 275 patients 
who died. The subset of 87 closely followed dead 
patients was used to examine variables that might 
influence the clinical duration. The variables under 
consideration included sex, age at onset, age at 
death, time period first seen, the clinical signs as 
they appeared throughout the course of the illness, 
and duration of the illness in months. It was found 
that an early age at onset and male sex were 
associated with longer survival. The detailed 
analysis of degree of involvement of 4 major 
neurologic components of amyotrophic lateral 
sclerosis (progressive muscular atrophy, lateral 
sclerosis, bulbar paralysis, and pseudobulbar palsy) 
showed no meaningful pattern of association with 
duration of illness that could be useful in 
predicting the course. (4 refs.) 


South Pacific Commission 
Noumea, New Caledonia 


2389 VORHERR, HELMUTH. Placental insuf- 
ficiency in relation to postterm pregnancy 
and fetal postmaturity. Evaluation of 
fetoplacental function; management of the 
postterm gravida. American Journal of 
Obstetrics and Gynecology, 
123(1):67-103, 1975. 


Incidence of placental insufficiency, fetal post- 
maturity (dysmaturity), and fetal perinatal death 
increases as pregnancy extends post-term. Fetal 
distress is observed in about 1/3 of post-term 
pregnancies despite a compensatory fetoplacental 
respiratory reserve capacity. Placental patho 
physiology in post-term postmaturity pregnancy is 
not well understood on a biochemical level. 
Increased incidence of placental lesions, fetal 
hypoxia—asphyxia, intrauterine growth retarda- 
tion, increased perinatal death, and neonatal 
morbidity, all correlate with postmaturity. Since 
diagnostic tests can indicate fetal postmaturity 
only when placental insufficiency is far progressed, 
induction of labor should be considered in 
post-term gravidas with a favorable cervix; in older 
primigravidas, in whom fetal losses are increased, 
pregnancy may require termination by cesarean 
section. Pregnancy may be allowed to continue 
under supervision in cases of uncertainty of 
duration of gestation in gravidas carrying small 
babies, in young primigravidas, and in multi- 
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gravidas in whom placento-fetal function tests are 
normal. In regard to delivery precautions, vaginal 
delivery may be attempted as long as fetal scalp 
blood sampling during labor does not show fetal 
acidosis, despite abnormal fetal heart rate pattern 
and meconium release. 
infants require special care by the neonatologist. 
(190 refs.) (Author abstract modified) 


2390 NWOSU, UCHENNA C.; WALLACH, 
EDWARD E.; BOGGS, THOMAS R.; & 
BONGIOVANNI, ALFRED M. Possible 
adrenocortical insufficiency in postmature 
neonates. American Journal of Obstetrics 


and Gynecology, 122(8):969-974, 1975. 


Cortisol levels of postmature newborn infants 
delivered vaginally and by cesarean section were 
compared to levels of term newborn infants after 
both groups had shown signs of fetal distress. 
Radioassay methods showed that the mean 
peripheral plasma level was 180 percent of that of 
a control group of term infants, but the mean level 
for the vaginally delivered postterm group was 61 
percent of that of the controls. In postmature 
infants with distress sufficient to warrant emer- 
gency cesarean section, the mean level was only 37 
percent of that of the control group. Cord plasma 
cortisol values did not differ significantly among 
the 4 groups. An apparent relative adrenocortical 
insufficiency in postmature newborn infants may 
result from a defect in the adrenal-pituitary- 
hypothalamic axis. (21 refs.) 


Department of Obstetrics and Gynecology 
Pennsylvania Hospital 

8th and Spruce Streets 

Philadelphia, Pennsylvania 19107 


2391 TEJANI, NERGESH; MANN, LEON L: 
BHAKTHAVATHSALAN, AMRUTHA; & 
WEISS, ROBERT 8B. Prolonged fetal 
bradycardia with recovery--its significance 
and outcome. American Journal of Obstet- 
rics and Gynecology, 122(8):975-978, 
1975. 


Many fetal bradycardias with accompanying 
acidosis are temporary in nature and show 
apparent total recovery. In the course of 15 
monitored labors, 16 episodes of prolonged fetal 
bradycardia (more than 2% minutes with a 
decrease in fetal heart rate of more than 30 beats 
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per minute) were observed. During the 20 minutes 
following the bradycardia (early recovery), the 
mean fetal pH was significantly less than the mean 
pH obtained 30 minutes or more after the 
bradycardia (late recovery). Although several types 
of periodic heart rate changes were noted during 
the early recovery period, few continued into late 
recovery. Delivery was accomplished vaginally in 
13 patients, with 2 patients delivered by cesarean 
section for indications unrelated to bradycardia. 
All 15 rlewborn infants had 5 minute Apgar scores 
of at least 7. Long-term effects of prolonged fetal 
bradycardia with recovery should be assessed 
through careful follow-up. (5 refs.) 


Department of Obstetrics and Gynecology 
Nassau County Medical Center 

2201 Hempstead Turnpike 

East Meadow, New York 11554 


2392 HO, SZE KUEN; & *WU, PAUL Y. K. 
Perinatal factors and neonatal morbidity in 
twin pregnancy. American Journal of 
Obstetrics and Gynecology, 
122(8):979-987, 1975. 


Neonatal morbidity and mortality data are 
reported for 177 pairs of twins born at a California 
hospital in a 2-year period. In a population which 
was 76.8 percent Mexican—American, the 
incidence of twin pregnancy was 1:112.2 deliveries. 
Breech, cesarean section, and assisted deliveries 
were higher in twins than singleton deliveries and 
more frequent in the second twin than the first. 
Intrapartum fetal monitoring was performed in 36 
percent of the twin deliveries. Both fetal and 
neonatal mortality rates were lower than pre- 
viously reported rates. Low Apgar scores, small- 
for-dates infants, hyaline membrane disease, 
hypoglycemia, hypocalcemia, hyperbilirubinemia, 
and congenital malformation were among neonatal 
findings and complications. Prematurity and 
complications related to prematurity, rather than 
twinning per se, were responsible for the increased 
incidence of deaths and morbidity as compared to 
singleton pregnancy. Improved mortality and 
morbidity are reflective of advances in manage- 
ment of high-risk pregnancies and_ intensive 
neonatal care. (16 refs.) 


*Women’s Hospital 

Los Angeles County—USC Medical Center 
1240 Mission Road 

Los Angeles, California 90033 
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DEVELOPMENTAL ASPECTS — Physical 


2393 JOHNSON, LEON; LONDEREE, BEN. 
Motor Fitness Testing Manual for the 
Moderately Mentally Retarded. Washing- 
ton, D.C.: American Alliance for Health, 
Physical Education and Recreation, 1976, 


69 pp. (Price unknown.) 


A motor fitness test developed to evaluate the 
physical fitness levels of EMR children, to serve as 
a diagnosis for strengths and weaknesses of each 
child, and to provide an incentive for EMR 
children to improve their motor fitness and a 
stimulus for their teachers to improve physical 
education and recreation programs for EMRs is 
described. An award system adapted for use with 
EMR children is outlined. Directions for adminis- 
tering the tests are given, and scoring tables anda 
suggested format for recording forms are provided. 
Test items include the flexed arm hang, sit-ups in 
30 seconds, standing long jump, softball throw for 
distance, 50-yard dash, 300-yard run-walk, height 
and weight measurement, sitting bob and reach, 
hopping, skipping, tumbling progression, and 
target throw. 


2394 ADAM, PETER A. J.; RAIHA, NIELS; 
RAHIALA, EEVA-LIISA; & KEKOMAKI, 
MARTI. Oxidation of glucose and D-8-OH- 
butyrate by the early human fetal brain. 
Acta Paediatrica Scandinavica, 
64(16):17-24, 1975. 


The utilization and oxidation of both B-OH-buty- 
rate and glucose by isolated perfused human brain 
were studied early in gestation. The brains of 12 
previable human fetuses obtained at 12 to 21 
weeks gestation were perfused through the interval 
carotid artery with glucose (3mM) and/or 
DL-B-OH-butyrate, 4.5mM, plus tracer quantities 
of either glucose-6-'*C (G6'*C) or B-OH-buty- 
rate-3-'*C (G@OHB3!4C). Brain glucose metabolism 
apparently accounted for about 1/3 of basal glucose 
utilization in the fetus, based on fetal weight. On a 
molar basis, BOHB3!*C conversion to '*CO, was 
equal to its rate of consumption and exceeded the 
conversion of glucose to CO, (45 percent of the 
G6!*C was incorporated into lactate-'*C). These 


findings demonstrate that B-OH-butyrate poten- 
tially may provide a large proportion of the fuel 
for oxidative metabolism by the human fetus and 
the human fetal brain. They also suggest that the 
human fetal brain may be protected, during 
temporary privation, by anerobic glycolysis and 
fetal hepatic glucose production, B-OH-butyrate 
providing an alternative substrate for oxidative 
metabolism. (20 refs.) 


Department of Pediatrics 
Case Western Reserve University 
Cleveland, Ohio 


2395 BODEGARD, GORAN. Control of respira- 
tion in newborn babies. I11. Developmental 
changes of respiratory depth and rate 
responses to CQO,. Acta Paediatrica 
Scandinavica, 64(5):684-692, 1975. 


Thirteen healthy babies with postmenstrual age 
(PM age) varying between 32 and 43 weeks were 
investigated with regard to respiratory depth and 
rate changes on exposure to 4 percent CO, in air. 
There were 2 principally different ways of 
responding to the CQO, exposures in the 
respiratory and rate changes. The Type A 
response, which was seen above 37 weeks of PM 
age, is characterized by a gradual and steady 
increase of the amplitude of the thoracic and 
abdominal breathing excursions; a rate increase 
appears only when the tidal volume increase is 
pronounced as reflected in the recordings of the 
circumference changes of the chest and abdomen. 
The Type B response, which was seen in babies 
under 37 weeks of PM age, is characterized by a 
prompt increase of the rate without any preceding 
change of the amplitude. The results indicate that 
the preterm baby, in contrast to fullterm babies 
and adults, may be dependent on the pulmonary 
vagal mechanoreceptor system for the regulation 
of the breathing in eupnoe. (16 refs.) 


Department of Paediatrics 

St. Goran’s Children’s Hospital 
Box 12500 

S-11281 Stockholm, Sweden 
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2396 DAVIES, D. P. Measurement of neonatal 
growth. British Medical  jfournal, 
2(5961):37-38, 1975. (Letter) 


While weight gain is still the most widely used 
measure of neonatal growth in clinical practice, it 
should not be relied upon as the sole measure, 
since it can be influenced so readily by factors 
which are not generally considered to be growth 
(variations in the state of hydration, fat, mineral 
accumulation). Length or height, an important 
measurement in older children, is a much better 
single criterion of growth in neonates, for it is 
unaffected by the accumulation of water and fat. 
Head circumference is also an important measure- 
ment in the neonatal period, since it accurately 
reflects intracranial volume and cellular brain 
growth. Serial measurements of head circum- 
ference and crown-heel length take very little time 
to perform and can be highly reproducible. Their 
more frequent use in studies of infant growth may 
resolve the uncertainty surrounding the question 
of optimum milk requirements for low-birth- 
weight infants in the first weeks of life. (6 refs.) 


Department of Child Health 
Welsh National School of Medicine 
Cardiff, Wales 


2397 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Recognizing and implementing 
for specific needs: body image. In: 
Donlon, E. T.; & Burton, L. F. The 
Severely and Profoundly Handicapped: A 
Practical Approach to Teaching. New 
York, New York: Grune & Stratton, 1976, 
Chapter 2, pp. 54-63. 


The child who is severely and profoundly 


handicapped needs help in developing a body 
image, and help must be given from the earliest 
possible moment. For this child, learning to 
understand himself and his body is often difficult, 
because of handicaps. In addition, he may have 
missed the normal mother-child body contact due 


to various problems during infancy. This child is 
less active and has been treated differently from 
the normal child. He seems fragile and is given 
more protection. Because of his dependence on 
others, he may form an inadequate self-image 
which leads to further dependency. This child 
must be put in touch with his environment 
through as many of his senses as possible. In 
certain situations, an adult will have to be 
provided who will react to even the slightest cue 
and will serve as a model for developing responses. 
Tactile stimulation is particularly important. 
Teachers should avoid expecting too much from 
the child too soon. Different activities to 
encourage imitation and body awareness should be 
emphasized, and reasons for lack of response 
should be considered carefully. 


Clay County Learning Center 
Ashland, Alabama 


2398 BROADHEAD, GEOFFREY D. Dynamo- 
metric grip strength in mildly handicapped 
children. Rehabilitation Literature, 
36(9):279-283, 1975. 


Dynamometric grip strength of minimally brain 
injured (MBI) and EMR children increased with 
age when 415 children at 6 age levels (8 to 13 
years) were tested on 4 measures. Improvement in 
static strength of Ss was greater than 100 percent 
during this time span. Although MBI tended to 
outperform EMR children on some scoring items, 
no signficant differences were found between 
groups. Boys significantly outperformed girls at 
every age level. Overall results indicated that the 
measures of dynamometric grip strength are 
Statistically reliable for a single trial and for the 
mean of 2 trials for these 2 educational categories 
of children. (21 refs.) 


Department of Special Education 
Moray House College of Education 
Edinburgh, Scotland 
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DEVELOPMENTAL ASPECTS — Mental 


2399 BEVERIDGE, M. C.; & TATHAM, A. 
Communication in retarded adolescents: 
utilization of known language skills. 
American Journal of Mental Deficiency, 
81(1):96-99, 1976. 


Six MR adolescents, pretested for comprehension 
and production of the language required to 
describe pictures, were then administered a 
referential communication task using these 
pictures as stimulus material. Each child then had 
5 trials as speaker and 5 trials as listener with each 
of the other 5 children. In each instance, one child 
designated as speaker was instructed to describe 
one of three target cards, each of which contained 
a picture, so that his partner on the other side of a 
screen (thereby preventing visual contact) could 
pick the picture out from his or her identical set of 
cards. The presentation of descriptive items was 
arranged so that the target sentence differed from 
others of the set equally often in subject, verb or 
object. Results indicated that placing critical 
information within the verb was significantly more 
likely to cause difficulty for MR speakers. This 
suggests that being able to produce and compre- 
hend a particular sentence does not guarantee its 
appropriate use in a dyadic referential task. 
However, communication involving meaningful 
material was clearly easier than when nonsense 
diagrams are used. Material of intermediate 
difficulty could be developed to form the basis for 
a training program in communication skills. (8 
refs.) 


Hester Adrian, Research Center 
University of Manchester 
Manchester, England M13 9PL 


2400 BUCKHALT, JOSEPH A.; MAHONEY, 
GERALD J.; & PARIS, SCOTT G. 
Efficiency of self-generated elaborations 
by EMR and nonretarded children. Ameri- 
can jfournal of Mental Deficiency, 
81(1):93-96, 1976. 


Paired-associates learning tasks were given to 24 
EMR and 24 non-MR children to determine if the 





memory skills of MR children were poor because 
they produced insufficient elaborations or because 
they failed to utilize good elaborations to mediate 
recall. Subjects in each group received instructions 
to elaborate noun pairs by embedding them in a 
sentence, and a qualitative analysis of the 
elaborations generated by the subjects was 
conducted by comparing levels of recall associated 
with the different types of elaboration. Both EMR 
and non-MR subjects generated elaborations that 
were Classified in each of the major elaboration 
categories, but non-MR children were found to 
have produced significantly more conjunctive 
elaborations than EMR children. Therefore EMR 
children generated more inefficient elaborations 
than did non-MR children. The findings best 
support a mediation deficiency interpretation of 
poor recall by EMR children. (5 refs.) 


East Alabama Mental Health-Mental 
Retardation Center 

614 2nd Avenue 

Opelika, Alabama 36801 


2401 NETTELBECK, T.; & BREWER, N. 
Effects of stimulus-response variables on 
the choice reaction time of mildly retarded 
adults. American jfournal of Mental 
Deficiency, 81(1):85-92, 1976. 


Non-MR and mildly MR adults were tested in 2 
experiments on an 8-choice reaction time (RT) 
task, in which stimulus lights were either distant or 
Close, to determine the factors contributing to a 
slower response by MR persons. Sixteen MR males 
and 16 non-MR male subjects each carried out 2 
tasks, counterbalanced for order. In one, 8 stimuli 
consisting of 8 lens-topped neon bulbs were 
mounted at 22mm centers in a horizontal row 
2.8m from the response keys. In the other, the 
stimulus lights were positioned directly above the 
corresponding response key, so that spatial 
translation was reduced to a minimum. In both 
groups, response times were faster when the 


‘stimulus response (SR) arrangement minimized 


spatial translation. However, MR subjects were 
significantly slower when the stimulus lights were 
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at a distance. In a second experiment using 6 MR: 


male subjects and 6 non-MR male subjects, a 
second set of trials were administered, but with 
the lights always at a distance of 2.8m from the 
response keys. Each subject completed 192 trials 
in blocks of 64, with each block containing one 
instance of each stimulus following both itself and 
every other stimulus. Both groups responded more 
quickly when repetitions of the preceding stimulus 
occurred. However, savings in RTs were more 
marked in the MR group. Patterns of latencies 
suggested that, compared with non-MR subjects, 
MR subjects inspected information input for 
longer periods of time and made more inspections 
before responding. Faster RTs to stimuli nearest 
the ends and midline of the display and to 
stimulus repetitions indicated that MR subjects 
were more reliant upon more discriminable cues in 
the stimulus display. (17 refs.) 


Department of Psychology 
University of Adelaide 
Adelaide, South Australia 5001 


2402 FRANKEL, FRED; & GRAHAM, VICKI. 
Systematic observation of classroom 
behavior of retarded and autistic preschool 
children. American fournal of Mental 
Deficiency, 81(1):73-84, 1976. 


The effects of teacher-to-child ratio and the 
addition of food reinforcement upon the adaptive, 
maladaptive, and attentive classroom behavior of 
individual autistic and MR children were observed 
while each child was taught 1 of 6 skill areas. The 
following environmental parameters were mani- 
pulated for 2 groups of 6 children: teacher-to-child 
ratio, presence of food reinforcement, and skill 
area being presented. Results indicated that (a) 
food reinforcement and the 1:1 teacher-to-child 
ratio may not generally enhance adaptive per- 
formance but may have an effect upon attention 
behavior; (b) task-related attention is more 
beneficial to adaptive behavior than eye-to-eye 
contact with the teacher; and (c) interactions were 
generally lacking between the above parameters 
and diagnostic group, while level of functioning 
did show such interactions. Experimental results 
support the practice of individual behavioral 
assessment of autistic and MR children, and its 
subsequent use in the planning of educational 
environments specific to each child’s needs, rather 





than the a priori assignment of such children to 
the 1:1 situation with food reinforcement. (41 
refs.) 


Department of Psychiatry 
University of California, Los Angeles 
Los Angeles, California 90024 


2403 CULLINAN, DOUGLAS. Verbalization in 
EMR_ children’s observational learning. 
American Journal of Mental Deficiency, 
81(1):65-72, 1976. 


The influence of descriptive verbalization by EMR 
boys upon retention of observed modeled behavior 
was examined. Forty 9-12-year-old boys in public 
school EMR classes were grouped according to 
high or low IQ scores. One-half of each group 
observed a videotaped model perform 20 separate 
clown scenes, while the other half, in addition to 
viewing the tape, verbally described the model’s 
actions. A test phase immediately followed, during 
which each of the 40 EMR _ subjects were 
prompted to accurately reproduce the clown’s 
actions, using available materials, while reminding 
each subject of the prizes offered commensurate 
with the level of performance. Results of the 
analysis of the copying scores indicated that, 
compared to EMR boys who watched the model 
perform novel behavior, those who were addi- 
tionally encouraged to verbalize aloud what they 
had seen later reenacted significantly more of the 
model’s behavior. The preliminary analyses of 
status variables revealed that this effect was not 
due to differential chronological age or IQ of 
subjects in the two treatments. The significantly 
greater observational learning in modeling plus 
verbalization treatment appear attributable to 
improved retention for modeled behavior under 
the modeling plus verbalization procedure. Direc- 
tions for further research on MR _ children’s 
observational learning are suggested. (40 refs.) 


Department of Special Education 
Northern Illinois University 

223 Graham 

Dekalb, Illinois 60115 


2404 GLIDDEN, LARAINE MASTERS. Block- 
ing of stimuli and the free recall and 
subjective organization of EMR adoles- 
cents. American Journal of Mental Defi- 
ciency, 81(1):58-64, 1976. 
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A number of unrelated stimulus items presented 
consistently and spatially grouped in three levels 
of blocking (unblocked, blocked 3, and blocked 5) 
were presented to 90 EMR adolescents in 15 free 
recall trials to determine if consistent continguity 
of recall items would lead to better organization 
and recall. The 3 levels of blocking were factorially 
combined with 2 levels of instructions (instru- 
Ctions, no instructions) to yield 6 between-subject 
treatment groups. Blocking was effective in (a) 
improving recall from recently presented items, (b) 
increasing subjective organization, and (c) leading 
to the formation of stable clusterable output 
groups. Although blocking facilitated subjective 
organization and formation of the stable clus- 
terable groups, this consistent input-output mech- 
anism was not responsible for improved recall. 
Because organization and recall may not be 
strongly related in EMR subjects, intensive training 
should be employed before MR subjects can 
consciously use strategies to enhance recall. (20 
refs.) 


Research and Demonstration Center 
for the Education of Handicapped 
Children 

Teachers College, Columbia University 

Box 89 

New York, New York 10027 


2405 GURALNICK, MICHAEL J. Solving com- 
plex perceptual discrimination problems: 
techniques for the development of prob- 
lem-solving strategies. American Journal of 
Mental Deficiency, 81(1):18-25, 1976. 


The effectiveness of feedback, modeling, and 
self-instruction as problem-solving strategies 
among MR children were compared with each 
other and a control condition on a specifically 
designed six-alternative matching-to-sample task 
similar to the Matching Familiar Figures test. 
Thirty-two MR children ranging in age from 6 to 
14 years and with a mean IQ of 63.2 were assigned 
to 1 of 4 treatment groups: (a) self-instruction, (b) 
modeling, (c) feedback, and (d) control. Subjects 
in each group were pretested and posttested on 
nonsense-form line drawings varying in com- 
plexity. Explicit training with regard to identifying 
the critical dimensions of difference was provided 
to the children. The effectiveness of each 
problem-solving technique was analyzed in terms 
of the children’s ability to generalize their skills to 
both highly similar problems and to the Matching 








Familiar Figures test. Results clearly indicated that 
only the self-instruction technique was an effective 
means of modifying the problem-solving strategies 
of MR children from an impulsive approach to 
systematic search strategies. Also, these skilis 
generalized to a new set of forms but not to the 
Matching Familiar Figures test. A close 
correspondence between observational learning 
and the self-instructional method is noted. (26 
refs.) 


National Children’s Center, Inc. 
6200 Second St., NW 
Washington, D.C. 20011 


2406 FRANKEL, FRED; FREEMAN, BETTY 
jO; RITVO, EDWARD; CHIKAMI, 
BARBARA; & CARR, EVERETT. Effects 
of frequency of photic stimulation upon 
autistic and retarded children. American 
Journal of Mental Deficiency, 81(1):32-40, 
1976. 


Six autistic and 5 MR children were presented 
with photic stimulation contingent upon a 
lever-pull response to determine if varying 
frequencies of repetitive photic stimulation could 
effect their response rate. The MR and autistic 
children, matched for mental age, were trained to 
pull a lever to obtain photic stimulation of 6 
different frequencies, 2, 7, 9.5, 13, 17, and 20 
pulses per second. Frequency of photic stimula- 
tion was found to be an important parameter for 
autistic children, as virtually all of the autistic 
subjects responded at faster rates for frequencies 
at about 13 flashes per second. In contrast, the 
MR_ children showed no_ such consistency. 
However, the autistic and the MR children did not 
differ in the average duration of time they engaged 
in stereotypies. No significant differences in 
median response rates as a function of frequency 
were revealed, and thus no sequential effects were 
detected. Also, the possibility of general energizing 
effects of photic stimulation as a cause of the 
response rate was ruled out when noncontingent 
photic stimulation suppressed a food-motivated 
operant in one autistic child. These results were 
interpreted as evidence for frequency-dependent 
properties of repetitive visual feedback in autistic 
children. Also, performance deficits in autistic 
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children correlating with the occurrence of 
stereotypies result from competition of different 
sources of reinforcement. (23 refs.) 


Department of Psychiatry 
University of California, Los Angeles 
Los Angeles, California 90024 


2407 MOSLEY, JAMES L.; & BAKAL, 
DONALD A. Influence of visual cueing on 
conditioned response inhibition in retarded 
individuals. American Journal of Mental 
Deficiency, 81(1):41-48, 1976. 


The influence of an external cue upon the 
extinction of the conditioned eyelid response in 
MR individuals was assessed in order to determine 
whether the failure to effect an immediate 
decrement in conditioned eyelid responding is 
related to a motor inhibitory deficit or to the 
failure to establish a cognitive inhibitory set. The 
differential effect of cueing was revealed by the 
fact that the conditioned response under the 
extinction condition for MR/verbal-cue groups was 
similar to non-MR groups of subjects, thereby 
eliminating the motor inhibitory deficit explana- 
tion for the continued conditioned response. 
Psychophysiological responses during the change 
in stimulus condition from acquisition to extinc- 
tion during the experiment were also similar for 
both the MR and non-MR subjects. Failure to 
effect an immediate decrement to conditioned 
responding is probably due to failure to form a 
cognitive inhibitory set. The MR’s ability to 
exercise verbal controls over his behavior is 
deficient, as suggested by the failure of MR no-cue 
experimental subjects to produce appropriate 
mediational responses in the absence of a verbal 
cue. These findings should be fruitful in such areas 
as self-instructional training, in that appropriate 
discriminative stimuli can be provided for the MR 
to assist in the initiation of the self-instructional 
routine. (26 refs.) 


Department of Psychology 
University of Calgary 
2920 24th Avenue, NW 
Calgary, Alberta T2N 1N4 
Canada 


2408 BUDOFF, MILTON; & HAMILTON, 
JAMES L. Optimizing test performance of 
moderately and severely mentally retarded 
adolescents and adults. American /ournal 
of Mental Deficiency, 81(1):49-57, 1976. 





A learning potential approach to the assessment of 
abilities of moderately, severely, and profoundly 
MR subjects provides a fairer estimate of their 
capabilities than traditional intelligence measures. 
Additional validity data were obtained for the 
test-train-test assessment approach with moder- 
ately and severely MR subjects. The test-train-test 
procedure, which consisted of a modification of 
the Kohs block designs administered to a sample 
of 38 MR subjects, resulted in significant positive 
correlations between psychometric and learning 
scores, teachers’ ratings of ability, and the 
posttraining scores. Next, the performance of 
moderately and severely MR subjects on this 
test-train-test procedure was compared with a 
train-within-test format for two different tasks: 
training embedded within the administration of 
the Leiter International Performance Scale, and a 
form board version of Raven’s Colored Progressive 
Matrices. Subjects responded equally to the two 
formats. However, most of the increment from an 
overall 50 percent rate with no training (trial 1) 
occurred after only one training experience (trial 
2); this pattern was consistent for high and low 
learning potential groups. Traditional intelligence 
scales were not predictive of test performance and 
were unrelated to teachers’ ratings of ability. 
Although empirical evidence did not support 
either test assessment formats, the data did 
support a training-based model in which the 
judgement of ability to perform is made following 
training, rather than following a single test 
administration. (29 refs. ) 


Research Institute for Educational 
Problems 

29 Ware Street 

Cambridge, Massachusetts 02138 


2409 REUTENER, DONALD B.; & RUBEN- 
STEIN, CARIN. Release from proactive 
interference in short-term memory in 
mentally retarded persons. American /our- 
nal of Mental Deficiency, 81(1):102-105, 
1976. 


Forty-eight MR subjects ranging in age from 16 to 
61 were tested to determine whether improvement 
in recall could be obtained on a shift trial and to 
describe the results derived from the application of 
the release from proactive interference paradigm 
to the understanding of short-term memory. The 
results of a memory task performed over a series 
of 4 trials utilizing word/picture cards indicated 
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that the accumulation of and release from 
proactive interference and an increase in recall 
paralleled that observed in non-MR subjects. This 
suggests that MR _ subjects can organize and 
discriminate between items in short-term memory, 
although a shift effectiveness measure indicates a 
lesser short-term memory capacity in MR persons. 
(13 refs.) 


Department of Psychology 
Smith College 
Northampton, Massachusetts 01060 


2410 WILHELM, HANNELORE; & LOVAAS, 
O. IVAR. Stimulus overselectivity: a 
common feature in autism and mental 
retardation. American Journal of Mental 
Deficiency, 81(1):26-31, 1976. 


Stimulus overselectivity is not an exclusive feature 
of early infantile autism, but rather of MR in 
general. Three groups of children with different 1Q 
levels (10 SMR, 10 moderately MR, and 10 
non-MR) were first trained and then tested on a 
discrimination task in which each of the 
discrimination stimuli consisted of 3 cues. The 
SMR (autistic) group responded on the average to 
1.6 cues, the moderately MR responded to an 
average of 2.1 cues, and children in the non-MR 
group responded to all 3 cues. Thus, IQ level, 
which was used as the basis for selection of the 3 
groups of children, is an important variable related 
to cue use in discrimination learning. The lower 
the IQ, the less the environment becomes 
functional in controlling behavior. Therefore, 
intellectually retarded functioning may be related 
to problems in overselective attention. (18 refs.) 


Department of Psychology 
University of California, Los Angeles 
Los Angeles, California 90024 


2411 George Peabody College for Teachers. The 
pupillary response as an index of a 
Cognitive processing in mentally retarded 
persons. Final report. Buckhalt, Joseph A. 
Nashville, Tennessee, 1975. 61 pp. Avail- 
able from ERIC Document Reproduction 
Service, Box 190, Arlington, Virginia 


22210. Price MF $0.83; HC $3.50, plus 
postage. Order No. ED123863. 


The effectiveness of pupillary measurements to 
indicate cognitive processes in EMR and non- 
retarded elementary and high school students was 
examined in 2 studies. The sensitivity of pupil size 
measurement to differences in digit processing by 
10 EMR and 11 regular class high school students 
was investigated in one experiment. In the other 
experiment, pupillary scores from 20 nonretarded 
and 10 EMR students were measured for listening 
and remembering. It was found that older 
nonretarded Ss retained significantly more words 
in the remember condition than in the listening 
condition, while the younger Ss and MR SS 
remembered a comparable number of words under 
instructions to remember and to listen. Pupil size 
differences as a function of the instructional 
condition were not revealed consistently across 
trials. 


2412 Pennsylvania State University. Primacy and 
Recency Effects for Serially Presented 
Supraspan Information in Normal and 
Learning Disabled Children. Final report. 
Weber, Donald B. University Park, Pennsyl- 
vania, 1975. 150 pp. Available from ERIC 
Document Reproduction Service, Box 190, 
Arlington, Virginia 22210. Price MF $0.83; 
HC $7.35, plus postage. Order No. 
ED121013. 


The primacy and recency aspects of short-term 
memory (STM) were studied in 30 normal and 30 
learning disabled (LD) children, with a mean age 
of 113 months. In a pretest, a 7 digit series was 
presented to LD and normal children to allow 
comparison of their serial position curve per- 
formance. Following this, the effects of training 
encoding processes were compared in LD children 
who received 8.7 hours of training in 1 of 3 
treatments: chunking--organizing serial inputs into 
units; verbal stringing--oral repetition of the entire 
series as each new element is added; and 
hawthorne--a control treatment. It was found that 
secondary memory for LD children was dis- 
proportionately more inefficient than primary 
memory, but that overall, STM in LD children was 
qualitatively similar to but quantitatively lower 
than in normal children. No significant improve- 
ment in primacy performance was noted through 
training, though verbal stringing appeared to be a 
more effective strategy for rehearsal of auditory 
stimuli, and chunking a more effective strategy 
when used to organize visual stimuli. 
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2413 JORDAN, VALERIE BARNES. Cognitive 
development among retardates: reanalysis 
of Inhelder’s data. Resources in Education 
(ERIC), 11(8):102, 1976. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.83; HC $1.67, plus postage. Order 
No. ED121035. 


B. Inhelder’s (1968) data concerning cognitive 
development among MRs was reanalyzed by 
selecting from the original 159 Ss a sample of 104 
7-19-year-old EMR Ss who were diagnosed as 
fixated or nonfixated at 3 of the cognitive stages 
postulated by Jean Piaget. Among the fixated 
MRs, those at higher cognitive stages differed 
significantly in CA and MA, while those at lower 
cognitive stages differed significantly in IQ and 
MA. Among the nonfixated Ss, differences 
between those at each cognitive stage were 
significant on CA and MA, but not on IQ. The 
results suggest that since the potential for 
cognitive growth through adolescence appears 
strong, a diagnosis of cognitive fixation seems 
premature for preadolescent MRs. 


2414 RONDAL, JEAN A.; & TURNURE, 
JAMES E. Maternal speech to normal and 
Down’s syndrome children matched for 
mean length of utterance. Resources in 
Education (ERIC), 11(10):76, 1976. Avail- 
able from ERIC Document Reproduction 
Service, Box 190, Arlington, Virginia 
22210. Price MF $0.83; HC $2.06, plus 
postage. Order No. ED123852. 


The maternal linguistic environments of 11 normal 
and 21 Down’s syndrome children were compared. 
The children ranged in age from 20-32-months-old 
for the normal children, and 3-12-years-old for the 
Down’s syndrome children. Ss were matched for 
language development level as assessed by mean 
length of utterance (MLU). Verbal interaction in 2 
free play home situations was tape recorded. 
Twenty measures of maternal speech were 
analyzed, including different types of sentences, 
total number of words, and sentence complexity. 
The incidence of utterances without a verb and the 
number of modifiers per utterance were among the 
7 measures of children’s speech analyzed. Results 
indicate that the maternal linguistic environments 
of MLU matched Down’s syndrome and normal 
children were similar, although there were 
significant differences in mothers’ speech 
according to the language level of the children 
addressed. 





2415 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Recognizing and implementing 
for specific needs: experience with objects. 
In: Donlon, E. T.; & Burton, L. F. The 
Severely and Profoundly Handicapped: A 
Practical Approach to Teaching. New 
York, New York: Grune & Stratton, 1976, 
Chapter 2, pp. 63-70. 


Along with developing an understanding of himself 
as separate from others within his immediate 
surroundings, the severely and profoundly handi- 
capped child must also develop an understanding 
of objects as separate parts of his environment. 
Children with multiple problems often have 
difficulty developing an understanding of the 
permanence and constancy of objects. Object 
manipulation is one way the child learns to relate 
to and interact with his environment. The parent 
or teacher must become an astute observer, since 
the child will devise many creative and interesting 
ways to use objects unacceptably, such as for 
self-stimulation. The child’s desire for self- 
stimulating objects should be used to develop a 
more acceptable behavior. Severely and_ pro- 
foundly handicapped children have difficulty 
understanding that objects are representational. As 
they progress developmentally, they will need to 
begin learning to identify objects as well as to 
make selections of parts of a whole when there are 
alternative choices. 


Clay County Learning Center 
Ashland, Alabama 


2416 Developmental dyslexia: the visual com- 
ponent. Medical Journal of Australia, 
1(26):799-800, 1975. 


Plans by the Australian House of Representatives 
Select Committee on Specific Learning Difficulties 
“to inquire into all aspects of specific learning 
difficulties among Australian children and adults”’ 
are noted, and 3 papers which deal with dyslexia 
are reviewed. Two of the papers are by Donald and 
Patricia Dunlop, who suggest the concept of a 
reference eye in central binocular vision and 
recommend orthoptic treatment for those with 
developmental dyslexia. Although their theories 
are not universally accepted, it is suggested that 
medical practitioners concerned with dyslexia 
could profit from reading them, particularly if a 
defect in visual discrimination is thought to be a 
major factor in the problem. The third paper, by 
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R. J. Pyne, summarizes the characteristic features 
of dyslexics, includes a number of reproductions 
of written work by such children which illustrate 
the types of confusion seen in writing and spelling, 
and suggests methods of treating dyslexic children. 
Widespread dissemination of accurate information 
on the problems of dyslexics will result in 
increased opportunities for the implementation of 
the Select Committee’s recommendations. 


2417 MEIER, JOHN H. Developmental and 
Learning Disabilities: Evaluation, Manage- 
ment, and Prevention in Children. Balti- 
more, Maryland: University Park Press, 
1976, 444 pp. $12.95. 


Basic issues and real life situations are addressed to 
explain and clarify the merging of developmental 
deviations and learning disabilities reflected in the 
new programs emanating from recent federal and 
state legislation. Analyses and recommendations 
are provided that concentrate on the child as an 
individual and on ways of improving inter- 
disciplinary understanding of and methods for 
dealing with the problems of children. A list of 
resource materials and a glossary of terms are 
appended. (792 refs.) 


CONTENTS: Recent Progress and Definitions; 
Normal Development and Learning; Disabilities in 
Development and Learning; Detection and Evalua- 
tion of Developmental and Learning Disabilities 
for Infants and Toddlers; Prevention/Intervention 
Procedures for Developmental and _ Learning 
Disabilities in Infants and Toddlers; Detection and 
Evaluation of Developmental and _ Learning 
Disability Conditions for Preschool Children; 
Prevention/Intervention Procedures for Develop- 
mental and Learning Disability in Preschoolers; 
Developmental and Learning Disability Conditions 
in the Elementary School; Developmental and 
Learning Disability Conditions during Adoles- 
cence. 


2418 MEIER, JOHN H. Recent progress and 
definitions. In: Meier, J}. H. Developmental 
and Learning Disabilities: Evaluation, 
Management, and Prevention in Children. 
Baltimore, Maryland: University Park 
Press, 1976, Chapter 1, pp. 1-31. 


Many definitions of human development and 
learning and related concepts and several systems 
of classification for 


the various subsets of 








developmental and learning disabilities (DLDs) 
have been used during the past few decades, 
sometimes to the detriment of handicapped 
children and adults. Each system usually has 
reflected the advancing state of the art and 
knowledge with respect to defining exceptional 
children. In addition to concerns about classifica- 
tion, there has been considerable criticism of the 
use of the traditional medical model for classifying 
DLD. At present, any classification scheme which 
is based solely upon the etiology determined by a 
medical diagnosis is considered naively simplistic 
and usually grossly inadequate for treatment 
planning. The past decade of undulating and 
incoherent legislation has seen rather specific 
pieces of legislation enacted on behalf of 
vulnerable children, and there is some mounting 
momentum towards getting a more comprehensive 
bill passed which would provide needed services to 
all eligible children and families who seek them. 


Office of Child Development 

Department of Health, Education, and 
Welfare 

Washington, D.C. 


2419 MEIER, JOHN H. Detection and evalua- 
tion of developmental and learning disabili- 
ties for infants and toddlers. In: Meier, }. 
H. Developmental and Learning Disabili- 
ties: Evaluation, Management, and Preven- 
tion in Children. Baltimore, Maryland: 
University Park Press, 1976, Chapter 4, pp. 
101-148. 


A variety of techniques and instruments exists for 
the early detection and evaluation of children who 
have developmental and learning disabilities 
(DLDs) or are at considerable risk of experiencing 
them later. In the domain of physical factors, the 
streamlining or automation of routine physical 
examinations and laboratory procedures, genetic 
screening and amniocentesis, screening for indica- 
tors of nutritional risk, developmental charts of 
gestational age and birth weight, preliminary 
screening of populations from the highest risk 
locations, screening of visual behavior and 
auditory functioning, screening of children who 
have a high probability of being abused or 
neglected, and screening and assessing the integrity 
of the nervous system in infants and toddlers are 
in use and/or are in the process of being refined. 
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Screening and assessment of early cognitive 
development, language factors, and social and 
emotional development as well as comprehensive 
developmental screening systems round out the 
instruments available or proposed for assessing and 
classifying the developmental status of children 
from conception to age 3. 


Office of Child Development 

Department of Health, Education, and 
Welfare 

Washington, D.C. 


2420 MEIER, JOHN H. Disabilities in develop- 
ment and learning. In: Meier, J. H. 
Developmental and Learning Disabilities: 
Evaluation, Management, and Prevention 
in Children. Baltimore, Maryland: Univer- 
sity Park Press, 1976, Chapter 3, pp. 
65-100. 


Not all developmental and learning disabilities 
(DLDs) originate within the individual learner; 
they may and frequently do originate outside of 
the learner and may be caused by factors over 
which he has little or no control. It is even more 
typical for there to be an_ intraindividual 
predisposition to DLD, which is evoked or at least 
exacerbated by extraindividual and interindividual 
factors. An intraindividual communications system 
with source, stimulus, transmitter, message, 
channel, relay, receiver, destination, and feedback 
components is helpful not only in determining the 
probable location of the cause of a DLD but also 
in determining the appropriate intervention to be 
instituted for its remediation or compensation. 
The communications system analogy is useful in 
describing such DLDs as MR, epilepsy, autism, 
dyslexia, and other related psychoneurological 
deficits, hyperkinesis, perceptual sensory dis- 
orders, minimal brain dysfunction, and the 
neuroses and psychoses, each of which can be 
located at one or more filter points on the 
communications network continuum.  Alter- 
natively, an interindividual communications net- 
work may prove helpful. 


Office of Child Development 

Department of Health, Education, and 
Welfare 

Washington, D.C. 


2421 MEIER, JOHN H. Normal development 
and learning. In: Meier, J. H. Develop- 
mental and Learning Disabilities: Evalua- 
tion, Management, and Prevention in 
Children. Baltimore, Maryland: University 
Park Press, 1976, Chapter 2, pp. 33-63. 


Numerous representative systems of normal 
development and learning exist that run the entire 
gamut or at least the major part of the human life 
span. The principal contributions made by Gesell 
to developmental theory and fact have derived 
from thorough study of physical development in 
children. Freud emphasized human psychosexual 
stages; Erikson posits 8 hypothetical psychosocial 
ages of man. Doll’s Vineland Social Maturity Scale 
was designed to reflect and quantify the degree to 
which a given child is progressing in the learning of 
selected developmental tasks deemed important 
for adequate socialization. Havighurst has con- 
ceptualized a series of hierarchically organized 
developmental tasks which are hypothesized to be 
learned most easily at certain readiness ages. Plato 
himself advanced notions of the developmental 
process more than 20 centuries ago. Maslow 
presents the fundamental sequence of develop- 
mental needs which, when achieved in proper 
sequence, enable full realization of human 
potential. Binet, Piaget, Goodenough, and Lewin 
focused their attention primarily upon the 
development of the human intellect. Behaviorism 
and cognitive-field theory represent counterpart 
theories of normal learning. 


Office of Child Development 

Department of Health, Education, and 
Welfare 

Washington, D.C. 


2422 MEIER, JOHN H. Detection and evalua- 
tion of developmental and learning dis- 
ability conditions for preschool children. 
In: Meier, J. H. Developmental and 
Learning Disabilities: Evaluation, Manage- 
ment, and Prevention in Children. Balti- 
more, Maryland: University Park Press, 
1976, Chapter 6, pp. 201-239, 


Certain salient physical, cognitive/intellectual, 
social-emotional, and language factors may be 
considered for detecting and evaluating develop- 
mental and learning disabilities (DLDs) in 3- to 
6-year-old children. Increasing attention is being 
focused on preschool identification of children at 
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risk of subsequent school learning disabilities. 
Various screening tests designed to detect deficits 


and delays in sensorimotor, perceptual, and 
language functioning are being proposed as part of 
routine preschool medical examinations. Concern 
is being raised regarding the effects of nutritional 
imbalances or deficiencies on development and 
learning. A fairly large number of reasonably well 
standardized tests and procedures for evaluating 
mental functioning exists for this age group. 
However, the plea is being issued that more 
attention be devoted to the ecology, or socio- 
cultural surround, in which the child is developing 
and learning and which may predispose the child 
to DLDs. In the past decade, promising efforts 
have been made to predict reading failure by 
means of screening batteries, and studies are also 
investigating the validity of some of the more 
traditional tests of language and reading assess- 
ment. 


Office of Child Development 

Department of Health, Education, and 
Welfare 

Washington, D.C. 


2423 MEIER, JOHN H. Developmental and 
learning disability conditions in the ele- 
mentary school. In: Meier, J. H. Deve/op- 
mental and Learning Disabilities: Evalua- 
tion, Management, and Prevention in 
Children. Baltimore, Maryland: University 
Park Press, 1976, Chapter 8, pp. 281-329. 


Screening children for hitherto undetected devel- 
opmental and learning disability (DLD) conditions 
as they enter kindergarten or first grade is crucial, 
with the interdisciplinary approach to evaluation 
being generally more efficacious than unidiscipli- 
nary efforts because of the complexity of most 
DLD conditions. Since personality factors and 
related interindividual variables can significantly 
alter a child’s initial adjustment and consequent 
performance in the early school years, it seems 
advisable to see how well the child progresses 
during his second year of academic experience 
before making the judgment that a school-related 
DLD condition is present either in the child or the 
larger school system environment. During the 
primary grades, the greatest concern is with 
reading; hence, most methods and materials are 
focused on this specific ability. This heavy 
emphasis has given rise to a commensurately large 
number of methods and materials for initially 





teaching children how to read and/or for 
subsequently providing children who do not learn 
to read through one approach with an alternative 
approach. 


Office of Child Development 

Department of Health, Education, and 
Welfare 

Washington, D.C. 


2424 MEIER, JOHN H. Developmental and 
learning disability conditions during 
adolescence. In: Meier, |. H. Developmen- 
tal and Learning Disabilities: Evaluation, 
Management, and Prevention in Children. 
Baltimore, Maryland University Park Press, 
1976, Chapter 9, pp. 331-348. 


Adolescence, typically a difficult period of life, is 
especially hard for youth with developmental and 
learning disability (DLD) conditions. One of the 
most revealing and pernicious indicators of DLD 
conditions during adolescence is the school 
dropout rate. Furthermore, the numbers of 
children and teenagers who are simply not 
attending school for multiple questionable reasons 
are alarming. The most difficult aspect of 
detecting DLD conditions in adolescence is the 
generally heavy overlay of emotional disturbance. 
As arule, the techniques for helping adolescents to 
overcome or cope with DLD conditions are 
derived largely from the techniques used for 
elementary school children, with the content of 
various elementary remedial activities altered to 
make them more appealing to the interests of the 
adolescent population. Ironically, the prolongation 
of the adolescent period allows a greater period of 
catch-up time for those DLD conditions which are 
a manifestation of delayed growth and develop- 
ment. This explains in part why the incidence and 
prevalence data on DLD conditions vary dramati- 
cally from one age group to another, with the 
largest numbers falling in the preteen years. 


Office of Child Development 

Department of Health, Education, and 
Welfare 

Washington, D.C. 


2425 LOGUE, G. D. Dyslexia. South African 
Medical Journal, 49(27):1101-1103, 1975. 


The term dyslexia, coined by Rudolph Berlin in 
1887, has been misused during the last 50 years. 
With the advent of compulsory education, reading 
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difficulties became more apparent. The term 
developmental dyslexia was coined for those cases 
which were explained in terms of a damaged 
reading center in the brain. Numerous retarded 
readers who have benefited from remedial help or 
psychotherapy were not dyslexic but were victims 
of deficient teaching methods and/or deficient 
motivation. Known victims of true developmental 
dyslexia have been few and appeared to have one 
or two things in common, one being the manner of 
energy output. Reading specialists in seeking to aid 
the child with reading problems have concentrated 
too much attention on the cortical process 
underlying the integration of audiovisual percep- 
tion and spatial orientation and have neglected the 
attentional skills associated with the reticular 
systems. The use of stimulant medication to help 
the brain processes to channel the child’s activity 
more effectively is recommended. (17 refs.) 


2426 WAGNER, RUDOLPH F. Bilingualism, 
multiple dyslexia, and polyglot aphasia. 
Academic Therapy, 12(1):91-97, 1976. 


Etiological differences exist in bilingual deficien- 
cies, and the approach to remediation of deficits 
should be structured accordingly. In bilingualism, 
the person may have acquired the secondary 
language voluntarily or involuntarily, formally or 
informally. The second language is the one that 
potentially reveals the deficiencies. Deficits in the 
secondary language disappear as effective language 
training is offered and the individual is willing to 
accept it, including his penetration into the 
culture. In multiple dyslexia, the deficiencies are 
structural and seem to affect both languages. 
Therefore, what benefits one language benefits the 
other, and reciprocal benefits can be obtained 
through these remedial efforts. In polyglot 
aphasia, the deficits usually show up in the second 
language. The more firmly established the language 
is, the more resistant it becomes to decay. 
Emotional factors, such as regression and attach- 
ment, also appear to play a role. Training of 
aphasics is difficult. Only one language may have 
to be worked on while the other language remains 
intact. (13 refs.) 


Richmond (Virginia) Public Schools 
301 North 9th Street 
Richmond, Virginia 23219 


2427 HAMMILL, DONALD D. Defining ‘‘LD” 
for programmatic purposes. Academic 
Therapy, 12(1):29-37, 1976. 


Well-designed regulations should result in the 
identification of approximately 2 to 3 percent of 
our students as learning disabled. Optimally, this 
identification can be accomplished by applying 
validated guidelines which will result in the 
detection of truly disabled learners. Procedures 
which use the mental age concept, which make 
eligibility dependent upon failing process tests, 
and which tie identification of learning disabled 
students to the presence of positive neurological 
findings are irrelevant criteria. When they are 
deleted from the regulations, only 3 conditions 
need to be met in order to identify the cases to be 
served under the learning disabilities label. First, 
only students with average or near average mental 
ability should qualify. Second, only students with 
serious problems should qualify. Third, students 
with significant hearing losses, especially if in the 
speech range, with visual acuity of less than 20/70 
in the better eye after correction, with diagnosed 
MR, and/or with psychologically- or psychiatri- 
cally-defined emotional disturbance should be 
excluded. These eligibility criteria should be used 
on a trial basis only. (24 refs.) 


1505 Sunny Vale 
Apartment 217 
Austin, Texas 78741 


2428 FRANK, JAN; & LEVINSON, HAROLD 
N. Compensatory mechanisms in C-V 
dysfunction, dysmetric dyslexia, and 
dyspraxia. Academic Therapy, 12(1):5-27, 
1976. 


Study of dysmetric dyslexic and dyspraxic 
individuals has revealed the presence of silently 
active compensatory and overcompensatory neuro- 
physiological and neuropsychological mechanisms 
which attempt to neutralize and even deny the 
underlying cerebellar-vestibular disturbances and 
symptomatology. In dysmetric dyslexia, a cere- 
bellar-vestibular dysfunction and decreased track- 
ing Capacity were demonstrated, and the existence 
of a “subclinical nystagmus’’ was assumed. In the 
presence of this dysfunction and subclinical 
nystagmus, the inherent adaptive stimulus-tracking 
Capacity was found to be reduced, and blurring of 
a Moving stimulus sequence occurred at decreased 
blurring speeds. Cerebellar-vestibular impaired 
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children have (qualitative) ocular-fixation and 
scanning difficulties which may or may not lead to 
significant reading score problems, depending 
upon the degree of the disorder’s severity, the 
emotional and educational climate, 1Q, and the 
child’s neurophysiological and neuropsychological 
compensatory abilities. If therapeutic intervention 
is delayed and attempted too late to trigger 
compensatory development, compensation may be 
impossible or severely restricted. (9 refs.) 


45 East 82nd Street 
New York, New York 10028 


2429 Calculating idiots. British Medical f/ournal, 
4(5990):190, 1975. 


The case of “B’’, an idiot savant, is discussed. “B” 
was born with congenital syphilis, and was sent to 
state schools for the MR. At age 6.5, he had an IQ 
of 54, but qualified as an idiot savant by being 
able to play 11 instruments by ear, by his artistic 
skills, and by a remarkable memory for dates. He 
could calculate the calendar, a skill commonly 
found in idiots savants, and name the days of the 
week on which particular dates fell with better 
than 80 percent reliability. Two theories which 
could explain this ability, a straightforward 
formula for solving such problems and a 
photographic memory, were rejected since his 
general mathematical ability and his pictorial 
memory were poor. (1 ref.) 


2430 Berry, Paul, ed. Language and Communica- 
tion in the Mentally Handicapped. 
London, England: Edward Arnold Pub- 
lishers, 1976, 215 pp. 


The main objective of this collection is to relate 
theory to practice in the study and treatment of 
the language of SMR children. Topics of interest 
to parents, teachers, speech therapists, and 
psychologists are included. Opportunities for 
cooperation between researchers and practitioners 
dealing with language in the MR are stressed, and 
teaching techniques are fully described and 
supplemented with further references. 


CONTENTS: Introduction: Teaching a First 
Language; Assessment for Language Learning; 
Receptive Language Development in the Mentally 
Handicapped; Imitation of Language by Mentally 
Handicapped Children: A Language Assessment 





Technique; An Initial Survey of the Language of 
ESN(S) Children in Manchester: The Results of a 
Teachers’ Workshop; Against Verbal Enrichment; 
Aspects of Remedial Language Teaching: Three 
Examples; A Study of Language Learning Through 
Imitation; Approaches to the Analysis of Teacher 
Language in the ESN(S) Classroom; Patterns of 
Interaction in the Mentally Handicapped; Parent- 
child Interaction in the Mentally Handicapped; 
Implications of Language Research for Teacher 
Training. 


2431 Guidelines: Early Identification and 
Instructional Programming for Learning 
Problems. Maryland: Education Depart- 
ment (Instruction Division). Baltimore, 
Maryland, 1975, 17 pp. 


A model plan is presented for conducting early 
screening of all Maryland students, administering 
continuous assessment of students, and developing 
instructional strategies based upon screening 
and/or assessment findings. In Phase |, all state 
students are to be appraised drawing on the 
expertise of the classroom teacher and information 
provided by parents. Phase II allows for in-depth 
diagnosis by appropriate specialists fo the 
approximately 15 percent of students who are 
expected to need individualized services, and it 
requires the preparation and implementation of an 
Educational Management Plan. Phase III provides 
comprehensive and in-depth services unavailable in 
local education agencies but accessible through 
interagency and community services. 


P, O. Box 8717 

Baltimore-Washington International 
Airport 

Baltimore, Maryland 21240 


2432 BIEDEL, CLARK W.; & KAPPELMAN, 
MURRAY M. The school health team and 
school health physician. American journal 
of Diseases of Children, 129(7):867, 1975. 
(Letters) 


Children with learning difficulties of whatever 
origin should be identified optimally in the very 
early grades, and their management should involve 
effective cooperation between the primary care 
physician and the resources that are available in 
the chool district for analysis and treatment of 
the problem. The multidisciplinary school health 
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team which operated in a low-income area around 
the University of Maryland School of Medicine in 
Baltimore did not have access to many primary 
care physicians. Primary care was provided almost 
exclusively by hospital and health department 
clinics in the area. With the occasional child who 
had a family physician, the private physician was 
asked for permission prior to the initiation of the 
work-up and for information that could be of 
value during the overall assessment, and he was 
asked to participate in conferences. Longitudinal 
care of the child within the school setting was 
coordinated with the continuity care by the 
primary care physician in these special cases. 
Access to more primary care physicians would 
have made the task of initial evaluation and 
continuity care considerably easier. 


245 Fourth Street Building 
Bremerton, Washington 98310 


2433 NEWTON, JERRY; BARLOW; CHARLES 
F.; & ADAMS, RICHARD M. Neurological 
examination of the child. American 
Journal of Diseases of Children, 
129(6):747-748, 1975. (Letters) 


Dr. Newton offers critical comments on 2 previous 
articles dealing with soft signs of learning 
disabilities (Barlow and Adams, 1974) which 
imply that a neurological evaluation is not needed 
in such children. Although soft signs are not of 
themselves predictive of learning disability, they 
may be the first step in a more refined study if 
they are tied to a total evaluation. Replies of Drs. 
Barlow and Adams stress that although there has 
been too much emphasis on specialized neurologi- 
cal examinations in this group of patients, the 
physician has a key role in recognizing important 
organic disease processes which are sometimes 
associated with school failure and hyperactivity, in 
drug therapy, and in participating in multidiscipli- 
nary evaluations. (2 refs.) 


2434 *LERER, ROBERT J.; LERER, PAMELA 
B.;**ADAMS, RICHARD M.; & ESTES, 
ROBERT E. Soft neurological signs in 
learning-disabled children and controls. 
American Journal of Diseases of Children, 
129(6):748-749, 1975. 


Selection of patients and definitional criteria for 
learning-disabled children are questioned in critical 
comments on an article (Adams, 1974) which 
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suggests that the presence of soft neurological 
signs is of little diagnostic usefulness in the 
examination of learning-disabled children. 
Although hyperkinetic children were excluded 
from Adams’ conclusions, some learning-disabled 
children have manifestations of hyperkinesis but 
show no overt signs of behavioral disorder. 
Preliminary data on children with no behavioral 
disorders who exhibited underachievement in 
school associated with distractibility, short atten- 
tion span, and poor concentration point to a 
strong correlation between the presence of soft 
neurological signs on initial medical evaluation and 
positive response to stimulant medication. Adams’ 
reply states that children studied included 50 
percent learning-disabled children (previously 
identified for placement by screening instruments) 
and 50 percent randomly selected students. Using 
Stringent criteria, the incidence of learning 
disabled children in the districts is estimated at 7 
percent. Nonhyperkinetic children with short 
attention spans should be referred for medical 
waa whether or not soft signs are present. 
1 ref. 


*Butler County Diagnostic Center 
for Developmental Disorders 
Hamilton, Ohio 45011 


** Department of Pediatrics 
Southwestern Medical School 
Dallas, Texas 75235 


2435 BEVERIDGE, MICHAEL. Patterns of 
interaction in the mentally handicapped. 
In: Berry, Paul, ed. Language and Com- 
munication in the Mentally Handicapped. 
London: Edward Arnold Publishers, 1976, 
Chapter 9, pp. 142-160. 


The various methodologies used to investigate 
communication in the MR are examined. It is 
hoped that these methodologies might be adopted 
by persons involved in remedial work to give 
useful teaching and assessment procedures. The 
communicative dyad is examined as a learning 
situation from the perspective both of what is 
learned and the variables that affect this learning. 
Additional work remains to be done in this area; 
the next step seems to be an integration of the 
analytic approaches of developmental psycho- 
linguists such as Bloom and Clark with operative 
techniques such as those of Skinner and Spradlin. 
There is a need to look more closely at the 
interactive behavior of the MR in order to find out 
the functions their language serve. (34 refs.) 
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2436 TAYLOR, JENNIFER; BERRY, PAUL; & 
CONN, PHILIP. A study of language 
learning through imitation. In: Berry, Paul, 
ed. Language and Communication in the 
Mentally Handicapped. London: Edward 
Arnold Publishers, 1976, Chapter 7, pp. 
114-128. 


A language program was devised to develop 
spontaneous production of language to the level of 
a child’s imitative capability, drawing on the 
known imitation skill. The language-teaching 
program consisted of a number of phrases and 
sentences for graded length which the children 
were taught to imitate and encouraged to produce 
spontaneously. On the basis of the data collected, 
it was evident that imitating had helped all the 
children to produce utterances longer than those 
which they usually produced; through imitating 
language in a meaningful context, learning had 
taken place, as evidenced by the fact that the 
model utterances were spontaneously produced by 
all 4 children on many occasions. (1 ref.) 


2437 MITLER, PETER. Assessment for language 
learning. In: Berry, Paul, ed. Language and 
Communication in the Mentally Handi- 
capped. London: Edward Arnold Pub- 
lishers, 1976, Chapter 1, pp. 5-35. 


In the future, assessment units for young 
handicapped children will be found increasingly in 
schools rather than in hospitals. The basis of good 
teaching is a sound knowledge of a child’s abilities 
and difficulties, and assessment for language 
learning is a vital area. Language is now seen as 
much more than speech or talking, and communi- 
cation is broader than both speech and language. 
Language comprehension, one vital process, 
demands better ways of assessing comprehension 
and more systematic instruction. Certain kinds of 
play provide a foundation for language develop- 
ment, e.g., representational and imaginative play in 
which one object or activity is made to stand for 
or symbolize another. Teachers need a simple 
framework for monitoring the language develop- 
ment for each of the students in the class. The 
basis of the teacher’s work will be assessment and 
good record keeping. (39 refs.) 


2438 WHELDALL, KEVIN. Receptive language 
development in the mentally handicapped. 
In: Berry, Paul, ed. Language and Com- 
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munication in the Mentally Handicapped. 
London: Edward Arnold Publishers, 1976, 
Chapter 2, pp. 36-55. 


Evidence suggests that the skills required to 
comprehend sentences appear to develop in MR 
children in a similar sequence, albeit at a much 
slower rate, to that of young normal children. The 
development of such skills in subnormal children, 
unlike that in normal children, does not appear to 
be influenced by social class family background. 
Variations of the order in which information and 
materials are presented has been shown to have a 
greater effect on the subnormal child’s per- 
formance than that of the normal child. Facial 
expressions, aS a nonverbal cue, could have 
consequences for the subnormal child. By learning 
the skills required to decode nonverbal communi- 
cations, the subnormal child will not only be able 
to understand verbal utterances more easily, but 
he will also have the potential for becoming more 
generally socially capable. (18 refs.) 


2439 BERRY, PAUL. Imitation of langauge by 
mentally handicapped children: a language 
assessment technique. In: Berry, Paul, ed. 
Language and Communication in the 
Mentally Handicapped. London: Edward 
Arnold Publishers, 1976, Chapter 3, pp. 
56-65. 


In behavioral terms, elicited imitation simply 
refers to a child’s imitation of a model presented 
by someone else. A study of elicited imitation 
allows us to study the errors the child produces. It 
is a useful and informative method of assessing the 
linguistic skills of the MR. It is simple to 
administer and can be used by teachers with little 
or no specific training. However, any information 
gained from this technique must be considered in 
relation to other tests and observations, since it is 
only one method of language assessment. It is 
important to assess a child not only on his correct 
responses but also on his patterns of errors. The 
errors the child makes indicate not only that he 
has been unable to deal with a task, but also at 
what point his processing ability has been broken 
down. Teachers are also to devise techniques for 
remediation once they have a knowledge of the 
child’s deficiencies. (20 refs.) 
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2440 KELLETT, BRENDA. An initial survey of 
the language of ESN(S) children in 
Manchester: the results of a _ teachers’ 
workshop. In: Berry, Paul, ed. Language 
and Communication in the Mentally 
Handicapped. London: Edward Arnold 
Publishers, 1976, Chapter 4, pp. 66-83. 


A language development working party conducted 
a survey into the language abilities of 352 ESN(S) 
school children in Manchester. The working party 
defined its objectives as: to attempt to define the 
language skills of the ESN(S) school population; to 
develop language facilitation programs relating to 
specific language deficits; and to disseminate, in 
the form of working papers, any useful techniques 
and materials. The researchers developed a 
questionnaire subdividing language skills into 2 
main areas, namely reception and production, with 
subsections for articulation and gesture. Each 
questionnaire required 20 minutes to complete, 
though only the reception section required 
immediate child participation, the remainder being 
based on careful teacher observation. An adaption 
of the scale is necessary for physically handi- 
capped children. Test results indicated that the 
questionnaire differentiated among language 
ability levels in developmental sequence. Results 
for language reception, production, articulation, 
and gesture are analyzed. (2 refs.) 


2441 FENN, GILLIAN. Against verbal enrich- 
ment. In: Berry, Paul, ed. Language and 
Communication in the Mentally Handi- 
capped, London: Edward Arnold Pub- 
lishers, 1976, Chapter 5, pp. 84-94. 


Research was carried out to test the idea that a 
controlled and structured approach to language 
teaching would be more helpful to the MR child 
than an enriched verbal environment. The Ss were 
children, aged 6-12 years, from schools for the MR 
in East Anglia. All Ss could produce single words 
and could name objects but failed to produce 
simple grammatical sentences of the subject-verb- 
object type. None were autistic, deaf, or afflicted 
with gross motor disability. All were given tests 
devised by the researchers which were based on 
tape recorded samples of the Ss’ spontaneous 
speech. Ss were divided into 3 groups: experi- 
mental, play, and control. The experimental group 
received the structured language program. At the 
end of the study, the experimental group reflected 
the efficiency of a structured approach to language 
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development in the MR handicapped child, as 
compared with a method which relies on 
incidental learning and verbal enrichment. (3 refs.) 


2442 MAHONEY, GERALD J. Etiological 
approach to delayed language acquisition. 
American Journal of Mental Deficiency, 
80(2):139-148, 1975. 


A review of studies in the literature suggests an 
ethological basis for language interaction and 
indicates that the linguistic environment of at least 
some language-delayed children is different from 
that of their nondelayed peers. Language is 
initially a social or communicative event that 
develops from the nonverbal communication 
system existing between caretaker and child. The 
communication function is the primary source for 
language acquisition. Convincing data have been 
offered to support the position that delayed 
language development may be attributable to an 
ineffective pattern of interaction between children 
and their social environment. The ethological 
approach augments the two major approaches to 
language intervention by shifting the emphasis 
from either the consequent events or linguistic 
structure to the social structure of language 
acquisition. The ethological approach, therefore, 
would develop language intervention in the 
children’s own social environment and would 
focus upon the communication system between 
children and their primary language models. (52 
refs.) 


Department of Psychology 
University of Rochester 
River Station 

Rochester, New York 14627 


2443 LOWRY, PAUL W.; & *ROSS, LEONARD 
E. Severely retarded children as impuisive 
responders: improved performance with 
response delay. American Journal of 


Mental Deficiency, 80(2):133-138, 1975. 


Fifteen institutionalized SMR or PMR children 
(mean CA 14.2 years) who had been receiving 
training on receptive-language color discrimination 
problems for an extended period were adminis- 
tered a matching task in a community school- 
project class requiring each child to select the one 
of 6 line drawings which matched a standard. The 
4 children who were scored as the most impulsive 
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responders were given baseline training and then 
were tested on receptive-language color discrimina- 
tion problems which included both response delay 
and no-delay phases. Mean errors and latency of 
response on the matching task were highly 
negatively related (r=-.92). Fast incorrect (impul- 
sive) responders on the matching task had been 
unsuccessful previously in receptive-language color 
discrimination training, while slow correct (reflec- 
tive) responders had been successful on the same 
task. The 4 most impulsive responders performed 
at chance levels during baseline training and under 
the no-delay procedures. When their responses 
were delayed for 5S seconds, however, their 
performance rose steadily to high levels (80 to 90 
percent correct) which were maintained through- 
out the delay sessions. Performance dropped back 
to chance levels upon a change to the no-delay 
procedures. (5 refs.) 


*Department of Psychology 
University of Wisconsin—Madison 
Madison, Wisconsin 53706 


2444 WRIGHT, TREVOR. The importance of 
memory traces of motor efferent dis- 
charges for learning skilled movement. 
Developmental Medicine and Child Neurol- 
ogy, 17(5):536, 1975. (Letter) 


The contribution of Dr. Bobath to the subject of 
memory traces of motor efferent discharges for 
learning skilled movement is insistence on the 
importance of knowledge of the primary auto- 
matic responses in the analysis of posture and 
movement in the spastic child, but conceptualiza- 
tion of this method of treatment is confused. In 
my paper on evaluation of physiotherapy in the 
spastic child (DMCN, 15, 146) the observations 
seemed to support the conclusion that there was 
no measurable improvement in joint range or 
function following the Bobath method of 
treatment over a period of one year in treated 
children as compared with controls, but there was 
a strong impression that the children and their 
parents were much happier and better adjusted to 
their handicaps. The main achievement of 
physiotherapy is the child’s being motivated to 
purposive movement. This concept does not 
appear to be in conflict with the general principles 
stated in the paper by Professor J ones. 


Children’s Hospital 
Sheffield S10 SDD, England 
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2445 NISWANDER, PAUL S.; & KELLEY, 
LAURA NICHOLL. Comparison of speech 
discrimination in nontreated and retarded 
listeners. American Journal of Mental 
Deficiency, 80(2):217-222, 1975. 


An adaptive psychophysical procedure was em- 
ployed to determine articulation functions for 12 
nonMR and 5 MR Ss matched for chronological 
age using Kindergarten Phonetically Balanced 
stimulus words. This approach is economical with 
respect both to time and to stimulus materials, 
since observations are well-placed with regard to 
the parameters under investigation, and since 
measures of intrasubject variability can be 
obtained easily from a single test session. The 
Slope of the articulation function based on the 
pooled data from the nonMR Ss (3.5 percent/dB) 
was greater than the slope of the function from 
the MR Ss (2.1 percent/dB). No differences in 
response variability were noted between the 2 
groups. Significant differences appeared to exist 
between the groups in the manner in which 
discrimination grew with intensity. The status of 
the peripheral hearing mechanism and the effect of 
the stimulus materials were 2 major factors which 
would affect the slope of the articulation function. 
The MR listeners perceived the materials as more 
difficult than did the nonMR listeners, perhaps 
because of overly cursory pretraining of the MRs 
or because the characteristics of auditory 
processing in these listeners acted somehow to 
reduce the redundancy of verbal stimulus mate- 
rials. (7 refs.) 


Nisonger Center 

1580 Cannon Drive 
Ohio State University 
Columbus, Ohio 43210 


2446 CHERKES, MIRIAM G. Effect of chrono- 
logical age and mental age on_ the 
understanding of rules of logic. American 
Journal of Mental Deficiency, 
80(2):208-216, 1975. 


The relative difficulty of understanding the logical 
rules of conjunction and disjunction, and the 
positive-negative, | quantitative-nonquantitative, 
and concrete-abstract dimensions were investigated 
with 4 groups of Ss. A learning disability group 
was matched with a group of children with average 
IQs on mental age and chronological age. Both 
groups were matched with an older mentally 








2447-2449 DEVELOPMENTAL ASPECTS 





handicapped group on mental age and with a 
younger mentally handicapped group on chrono- 
logical age. Both mentally handicapped groups 
were matched on IQ. A test was constructed to 
assess rule and attribute understanding. Each of 
the groups evidenced some knowledge of logical 
rules across each attribute. When logical rules were 
expressed in concrete terms, all groups performed 
at a similar level and above the level predicted by 
chance. When the same rules were expressed in 
abstract terms, the average group performed at a 
significantly higher level than the other 3 groups. 
The results supported the developmental interpre- 
tation of rule learning postulated by Piaget, which 
maintains that once logical rules are established, 
attributes of information acquire meaning within 
the context of those rules. The obtained data 
indicated a mastery of rule and a gradual 
embellishment of that rule through progressively 
more meaningful attributes. 


Department of Special Education 
Hunter College 

466 Lexington Avenue 

New York, New York 10017 


2447 GURALNICK, MICHAEL J. Effects of 
distinctive-feature training and_ instruc- 
tional technique on letter and form 
discrimination. American Journal of 
Mental Deficiency, 80(2):202-207, 1975. 


The effectiveness of 3 instructional procedures for 
emphasizing distinctive features of alphabet letters 
was compared among 32 handicapped children 
(Mean Peabody Picture Vocabulary Test IQ 41.8) 
who were unable to name any of the letters. 
Experimenters gave separate groups of Ss either 
distinctive-feature training, highlighting of the 
features, or distinctive-feature training plus fading- 
in of the letter forms, along with a control for 
each of the 3 dimensions. The horizontal-slant, 
open-close, and straight-curve dimensions were 
selected for study. Training effects were assessed 
by presenting corresponding alphabet letter pairs 
(H-N, C-O, U-V) and 2 sets of generalization 
forms. All 3 training procedures equally facilitated 
letter discrimination. However, only the distinc- 
tive-feature and highlighting groups along with the 
control group readily generalized to other forms. 
The children in the distinctive-feature plus fade-in 
group may have attended to the critical feawres 
during the initial levels of training but, as a result 








of the fading procedure, may have failed to 
apprehend the relationship between these features 
and the forms within which they were embedded. 
(17 refs.) 


National Children’s Center, Inc. 
6200 2nd Street, N.W. 
Washington, D.C. 20011 


2448 SILVERMAN, WAYNE. Utilization of 
redundant information by EMR _ and 
nonretarded adults. American Journal of 
Mental Deficiency, 80(2):197-201, 1975. 


In 2 separate experiments, 8 EMR and 8 nonMR 
adults were presented with 2 unidimensional 
conditions, one for each dimension being mani- 
pulated with the other dimension held constant, 
and 2 redundant conditions where stimuli differed 
on both dimensions. In the unidimensional 
conditions, a discrimination was based upon either 
size or shape. In the 2 redundant conditions, 
stiumuli differed on size and shape, either of 
which furnished enough information for a correct 
response. EMR Ss utilized stimulus redundancy. 
Comparison of the fastest unidimensional condi- 
tion to the fastest redundant condition for each 
EMR S showed that 7 out of 8 performed faster 
when given the redundant information. This result 
was replicated using nonMR adults, and the data 
were taken to support the premise that both 
populations process information in this type of 
speeded visual discrimination in similar ways. 
Whereas MR Ss performed poorly when compared 
to nonMR Ss of similar age, the difference in 
performance was not due to differences in the 
basic mode of feature testing. The same processing 
model that accommodates the data from nonMR 
Ss also describes the data from MR Ss. (5 refs.) 


Department of Psychology 
Institute for Basic Research 
1050 Forest Hill Road 

Staten Island, New York 10314 


2449 SMITH, JEROME; KAUFMAN, HER- 
BERT; DUTCH, SUSAN; & FROST, 
RAYMOND. Identification by retarded 
and nonretarded children of stimuli vary- 
ing along one, two, or three dimensions. 
American Journal of Mental Deficiency, 

80(2):191-196, 1975. 
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The effects of number and type of dimension of 
stimulus variation, type of dimensional combina- 
tion, and delay of response upon the identification 
performance of 26 nonMR first graders, 26 
nonMR sixth graders, and 9 MR children were 
investigated. The stimuli to be identified consisted 
of cards distinguished by 10 brightness levels of 
background, 10 values of length of line made with 
red charting tape, and 10 orientations obtained by 
varying the line with respect to the horizontal. 
Thirteen sets of 10 cards each were constructed to 
provide stimuli which varied along 1, 2, or 3 
dimensions. An MR-nonMR S_ difference in 
identification ability and delay effects found ina 
previous study was replicated, and a develop- 
mental effect for nonMR children was also found. 
An MR-nonMR S interaction was demonstrated 
for the effects of increasing number of dimensions 
of variation and for the effects of type of 
dimensional combination (figure-figure as opposed 
to figure-ground combinations). The findings of 
this and the earlier study indicate that MRs benefit 
increasingly from added redundancy, but that 
nonMR controls cease deriving benefit after 2 
dimensions of variation. (7 refs.) 


Department of Psychology 
University of Connecticut 
Storrs, Connecticut 06268 


2450 LEONARD, LAURENCE B. Relational 
meaning and the facilitation of slow- 
learning children’s language. American 
Journal of Mental Deficiency, 
80(2):180-185, 1975. 


The role of semantic relations in the acquisition of 
early language by 24 slow-learning children 
(chronological ages 3.1 to 4.8 years) was 
investigated. Ss acquired the use of 2-word 
subject-verb utterances through a modeling 
procedure. The effects of the number of different 
semantic relations theoretically underlying the 
subject-verb utterances on which the children were 
trained and the extent to which these semantic 
relations were associated with nonlinguistic events 
were examined by assigning the children at 
random to 3 experimental conditions. Sixteen Ss 
acquired the use of the appropriate utterance 
forms when describing actual ongoing events; 8 of 
these Ss were exposed to agentive events (situation 
A condition), and 8 to agentive, dative, instru- 
mental, and objective events presented randomly 
(situational ADIO condition). Eight Ss acquired 





the use of the appropriate utterance forms when 
presented with persons, objects, and clues 
suggestive of possible utterances involving agen- 
tive, dative, instrumental, and objective relations 
presented randomly (nonsituational ADIO condi- 
tion). The situational ADIO condition resulted in 
significantly higher overall performance than the 
nonsituational ADIO condition (p<.05), an 
indication that the nonlinguistic factors sur- 
rounding a child’s utterances during language 
learning are important. (17 refs.) 


Memphis Speech and Hearing Center 
Memphis State University 

807 Jefferson Avenue 

Memphis, Tennessee 38105 


2451 LONGHURST, THOMAS M.; & BERRY, 
GALEN W. Communication in retarded 
adolescents: response to listener feedback. 
American journal of Mental Deficiency, 
80(2):158-164, 1975. 


Thirty-six institutionalized MR adolescents divided 
into 3 groups on the basis of adaptive behavior and 
measured intelligence level were examined for 
response to listener feedback using an interper- 
sonal description task. Ss were asked to describe 
nonsense line figures for a confederate adult 
listener so that the listener could select the same 
stimuli from an array. The listener responded to 
the descriptions with a predetermined random 
order of success and failure. Communication 
failure was reported to the speaker through 
gestural, implicit, and explicit feedback. Rede- 
scriptions given by the speaker following each type 
of listener feedback were counted and analyzed. Ss 
with the lowest 1Qs were the least effective in 
interpreting gestural and implicit listener feedback 
and frequently failed to give redescriptions 
following these types of listener feedback. Ss with 
the highest 1Qs gave more new redescriptions and 
more modified redescriptions than the remaining 
Ss. However, the highest 1Q group followed the 
feedback by silence fewer times than either of the 
other 2 groups. (24 refs.) 


Speech Pathology/Audiology Program 
Kansas State University 
Manhattan, Kansas 66506 
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2452 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Recognizing and implementing 
for specific needs: infant learning. In: 
Donion, E. T.; & Burton, L. F. The 
Severely and Profoundly Handicapped: A 
Practical Approach to Teaching. New 
York, New York: Grune & Stratton, 1976, 
Chapter 2, pp. 49-54. 


In infant learning, each sensory modality needs 
maximum stimulation. The efficiency of all 
sensory areas will improve only with use, and 
emphasis on the development of each of them is 
important. While the newborn baby begins 
immediately to receive sensory input through his 
ears and eyes, the severely handicapped infant 
starts life with problems that limit this input. Each 
day the child is isolated from his environment 
causes him to be more different or developmen- 
tally delayed than the normal child. Stimulation is 
needed as soon as possible, and alternative ways 
must be found to get information to him. 
Closeness, cuddling, rocking, and touching are of 
primary importance. The infant should be 
included in every experience possible, and he 
should be encouraged to use each of his sensory 
Modalities to the maximum. 


Clay County Learning Center 
Ashland, Alabama 


2453 Rochester University. Effects of infant 
Starvation on learning abilities. Klien, 
Pnina S. Rochester, New York, 1975, 220 
pp. Available from ERIC Document 
Reproctiction Service, Box 190, Arlington, 
Virginia 22210. Price MF $0.76, plus 
postage. Order No. ED116418. 


The effects of starvation during infancy on the 
learning abilities of 50 children who had suffered 
from pyloric stenosis during infancy for a period 
of 2 days to 3 weeks were studied. The children 
were evaluated between the ages of 5 and 14 for 
physical development, were rated by parents and 
teachers for social maturity and school behavior, 
and were administered 5 tests of various learning 
abilities. The achievement scores of the children 
were compared to the scores of 44 siblings and 50 
controls that were matched for age, parental 
education, and sex. It was found that: starvation 
within the first 3 months of life has a long-term 
effect on short-term memory and attention; onset 
of starvation between the ages of 21 and 30 days 
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was_ significantly related to school problems; 
physical development did not seem to be affected 
by early starvation; and the correlations between 
severity of starvation and poor scores on tests of 
learning abilities, such as the Vocabulary Test and 
the Auditory Memory Test, were significant in 
children who suffered greater than 20 percent 
weight deficiencies in infancy. 


2454 BECHTEL, LELAND P. The Detection 
and Remediation of Learning Disabilities. 
Child Welfare Research and Demonstration 
Project. Final Report. Lewiston, Maine: 
Androscoggin County Task Force on 
Social Welfare, Inc., 1975. 314 pp. 
Available from ERIC Document Reproduc- 
tion Service, Box 190, Arlington, Virginia 
22210. Price MF $0.76, plus postage. 
Order No. ED11641 7. 


An_ identification and remediation program for 
dyslexic children is discussed, which was successful 
in improving the Wechsler full scale IQ, letter 
discrimination, word discrimination, copying, and 
figure ground perception in 60 potentially dyslexic 
preschool children, and in improving figure ground 
perception, arithmetic, computation, reading 
accuracy, and visual tracking in 45 dyslexic 
elementary school children. Materials and evalua- 
tive devices are described for the preschool 
program, as well as methods of remediation which 
stressed development of perceptual motor skills, 
applied skills, gross motor skills, and free play. The 
6-week remediation program for the elementary 
grade students included daily lessons in reading, 
perceptual motor skills, gross motor skills, English 
composition, and mathematics; field trips were 
also planned weekly. Other aspects of the program 
which were reviewed included problems such as 
failure to mainstream properly, professional and 
public awareness, self-esteem, test anxiety and 
overloading, pupil attitudes, and teacher qualities. 


2455 VAN DOORNINCK, WILLIAM J. Families 
with children at risk for school problems. 
In: Krajicek, M. J.; & Tearney, A. I., eds. 
Detection of Developmental Problems in 
Children: A Reference Guide for Com- 
munity Nurses and Other Health Care 
Professionals, Baltimore, Maryland: Uni- 
versity Park Press, 1977, Chapter 10, pp. 
151-159, 
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The overall impression gained from reviews of 
early childhood programs is that parental involve- 
ment is highly desirable, home visits are more 
economical in terms of cost and time well spent, 
and parenting skills need to be altered for greater 
persistence of the desired effects. Gains in child 
skills are possible at any age from 6 months to 
school age, but the period between 15 and 36 
months is potentially the period allowing greatest 
impact of supplemental stimulation. The exact 
curriculum used is not important as long as 
language skills and vocabulary are stressed and the 
activities with parent and child are well planned 
and enjoyable. The primary goal for infants under 
15 months would be to stimulate the mother’s 
observation and enjoyment of the baby through 
demonstrated exercises and games. Various 
manuals present the details of formal and informal 
constructions for enhancing the developmental 
progress of young children. (16 refs.) 


Department of Pediatrics 
University of Colorado 
School of Medicine 
4200 East 9th Avenue 
Denver, Colorado 80220 
2456 Minnesota University. The production 
deficiency model of verbal elaboration: 
some contrary findings and conceptual 
complexities. Research report No. 82. 
Turnure, James; et al. Minneapolis, 
Minnesota, 1975. 55 pp. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.76; HC $3.32, plus postage. Order 
No. ED115038. 


The effectiveness of specific formats of interroga- 
tives in inducing the generation of effective verbal 
mediators in normal and EMR students was 
assessed. Ss were 36 normal 5-year-olds and 60 
EMRs with a mean age of 7 years. Twenty-one 
paired associates were introduced to 10 EMR 
subjects and 6 normal subjects in each of the 
following experimental conditions: 1) labeling; 2) 
sentence generation; 3) sentence repetition; 4) 
response to a question when the auxillary did not 
function as the main verb; and 5) response to a 
question when the auxiliary functioned as the 
main verb. In the question conditions the subjects 
performed better and there was greater semantic 
analysis than in the nonquestion conditions, and 
there were no differences between the 2 subject 
categories. 
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2457 Minnesota University. Relations and effec- 
tiveness of verbal elaborations. Research 
report No. 89. Turnure, James E.; & 
Thurlow, Martha L. Minneapolis, Minne- 
sota, 1975. 42 pp. Available from ERIC 
Document Reproduction Service, Box 190, 
Arlington, Virginia 22210. Price MF $0.76; 
HC $1.95, plus postage. Order No. 
ED115044. 


The paired-associate learning of 50 EMR children 
under 5 elaboration conditions was assessed. The 
elaboration conditions included 2 types of relation 
combined in a 2-factor design with 2 levels of 
familiarity, and a nonsense condition used as an 
outside control. Ten children (mean age 9 years) 
were tested under each condition. Elaborational 
effectiveness was influenced by an interaction 
between the quality and familiarity of stimuli. 
Findings indicate that positional-unfamiliar stimuli 
were the least facilitative. The poorest per- 
formance was observed in the nonsense condition, 
in particular when applied to children identified as 
more severely MR. 


2458 LYLE, J. G; & GOYEN, JUDITH D. 
Effect of speed of exposure and difficulty 
of discrimination on visual recognition of 
retarded readers. /ournal of Abnormal 
Psychology , 84(6):673-676, 1975. 


A tachistoscopic recognition task was administered 
to 36 retarded readers (mean chronological age 
6.87 years, mean IQ 107.20) and 36 normal 
readers (mean chronological age 6.94 years, mean 
IQ 106.06) to determine whether the MR readers’ 
visual-perceptual deficit was a function of speed of 
exposure and/or difficulty of discriminating 
alternatives on response cards. Three time 
exposures (10msec, Isec, Ssec) and 2 sets of 
response cards (difficult and easy) were used, 
making a total of 6 tests. All cells in the factorial 
design were independent, and the same stimuli 
were presented tachistoscopically to all Ss. The 
findings indicated that speed of exposure, rather 
than difficulty of response cards, differentiated 
between normal and retarded readers. The 
differences between groups were significant at 
10msec and at 1sec (p<.001), but MR readers 
equaled the performance of normal readers at the 
5-sec exposure. (14 refs.) 


Department of Psychology 
University of Sydney 

Sydney, New South Wales, 2006 
Australia 
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2459 SCHOONOVER, ROBERT J. Handbook 
for Parents of Children with Learning 
Disabilities. Danville, Illinois: Interstate 
Printers & Publishers, 1976, 55 pp. (Price 
unknown.) 


The traits and behavioral problems of learning 
disabled children are discussed, and methods for 
modifying behavior at home and in the classroom 
are suggested. The vulnerability of learning 
disabled children is considered, and the due 
process to which they and their parents are 
entitled is emphasized. Appendixes list ways of 
praising children, suggestions for organizing a 
consistent approach to discipline, and do’s and 
don’ts for parents; 2 publications concerned with 
the college age learning disabled student are also 
described. (15-item bibliog.) 

CONTENTS: The Learning Disabled Child: Who 
Is He?; Characteristics of the Learning Disabled 
Child; Problems That Interfere with Learning; The 
Learning Process; Should the Learning Disabled 
Child Be Treated Any Differently?; What Can Be 
Done at Home; Behavior Modification and the 
Learning Disabled Child; Don’t Let Your Child 
Become a Patsy; The Rights of Children and Their 
Parents. 


2460 Illinois. Office of the Superintendent of 
Public Instruction. Early prevention of 
school failure: Illinois Title I1 ESEA 
Project. Springfield, Illinois, 1974. 45 pp. 
Available from ERIC Document Reproduc- 
tion Service, Box 190, Arlington, Virginia 
22210. Price MF $0.76; HC $1.95, plus 
postage. Order No. ED115952. 


The Illinois Early Prevention of School Failure 
Project was developed to identify and provide 
programs for preschool learning disabled children. 
Children are screened using tests of visual motor 
integration, speech, and language and motor 
development. Model Learning Disability Kinder- 
gartens were established for children with severe 
learning problems, and treatment and_ teacher 
consultation are available for children with less 
serious problems. Data show that children’s gains 
while enrolled in the program have exceeded 
expectations in the areas of receptive language, 
visual motor, and psycholinguistic development. 
The project was replicated in local schools, and an 
annual report was submitted to the President and 
to Congress covering program costs. 
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2461 NAOR, ELLEN M.; *BALTHAZAR, 
EARL E. Provision of a language index for 
severely and profoundly retarded individ- 
uals. American Journal of Mental Defi- 
ciency, 79(6):717-725, 1975. 


To facilitate the development of habilitative 
language programming for SMR and PMR 
individuals, an index of language proficiency was 
developed to provide detailed knowledge of 
current levels of competence. The index used a 
standardized system of direct observation of 
subjects within their everyday environment. 
Descriptive data for a group of 92 MR individuals 
indicated that 75 percent of the Ss have some type 
of vocal or gestural communication, and almost 60 
percent exhibited some vocal or verbal expression. 
Twenty-five percent of the Ss demonstrated 
meaningful, articulate language. Males and females 
showed a Close similarity in language proficiency, 
especially in regard to more highly adaptive levels. 
There was no apparent pattern of association 
between chronological age and language pro- 
ficiency; but the adaptive level of language 
behavior was positively associated with mental age. 
(14 refs.) 


*Central Wisconsin Colony and 
Training School 

317 Knutson Drive 

Madison, Wisconsin 53704 


2462 SPITZ, HERMAN H.; CARROLL, JANICE 
G.; & JOHNSON, SHIRLEY J. Hypothesis- 
testing from a limited set: an example of 
mentally retarded subjects outperforming 
college subjects. American Journal of 
Mental Deficiency, 79(6):736-741, 1975. 


The frequency observation of response-set hypo- 
theses in MR Ss suggested the design of a 
discrimination problem in which MR Ss could 
perform more successfully than college students. 
Ss were shown pairs. of Japanese symbols and told 
that 1 of each pair was the correct response. MR 
Ss were given tokens after the initial response and 
rewarded each time a stimulus was chosen which 
was on the opposite side of the previously chosen 
stimulus. No rewards were given to college Ss. 
Superior performance of MRs was attributed to 
the position-sequence hypothesis, and posttest 
inquiry confirmed that successful MR Ss chose 
according to response alternation. In post-test 
inquiry of college Ss, all but 1 mentioned a 
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hypothesis which involved a stimulus attribute. 
The hypotheses of college Ss included concepts 
which MRs are unlikely to abstract from 
unfamiliar material. (8 refs.) 


Edward R. Johnstone Training 
and Research Center 
Bordentown, New Jersey 08505 


DEVELOPMENTAL ASPECTS — Social and emotional 


2463 = IIlinois University. Autism and Childhood 
Psychosis: Annotated Bibliography 
1969-1974, Erskine, Richard G., et al. 
Urbana, Illinois: Special Education Depart- 
ment, 1975. 175 pp. Available from ERIC 
Document Reproduction Service, Box 190, 
Arlington, Virginia 22210. Price MF $0.83; 
HC $8.69, plus postage. Order No. 
ED121017. 


An annotated bibliography on autism and 
childhood psychosis contains approximately 400 
citations of articles (1969-1974). The citations 
usually include author’s name, title, source, date, 
pagination information, and brief abstract. The 
material was drawn primarily form educational, 
psychological, social service, and medical sources. 
Entries are presented alphabetically by author’s 
name in separate sections for autism and 
childhood psychosis within the following areas: 
diagnosis, descriptive study, etiology, and treat- 
ment. 


2464 HAYES, CHARLES S. & PRINZ, 
ROBERT J. Affective reactions of retarded 
and nonretarded children to success and 
failure. American Journal of Mental 
Deficiency, 81(1):100-102, 1976. 


Emotional reactions of MR and non-MR children 
to task performance through use of a nonverbal 
technique were examined. After performing a 
simple motor task, 208 mildly MR and non-MR 
girls and boys identified photos of a boy modeling 
affective facial expressions to indicate how they 
felt, wished to feel, and thought their teachers 
would feel about their performance in a 
cooperative ring-toss game with a peer partner and 
in the presence of the experimenter. Most children 
in both groups assigned positive affect to 
themselves and their teachers. However, younger 
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MR children were less positive than were non-MR 
children in teacher affect attributions. Following 
failure, MR subjects were generally less frequently 
negative than were non-MR subjects in affect 
attributions to themselves and particularly to their 
teachers. Emphasis on success and minimization of 
failure in classrooms for MR children was offered 
as one possible explanation for the 1Q group affect 
differences following failure. (3 refs.) 


Child Development Clinic 
University Hospital School 
University of lowa 

lowa City, lowa 52242 


2465 Utah State University. Educational and 
Psychological Problems of Abused Chil- 
dren. Final Report. Kline, Donald, & 
Christiansen, James. Logan, Utah: Depart- 
ment of Special Education, 1975. 174 pp. 
Available from ERIC Document Reproduc- 
tion Service, Box 190, Arlington, Virginia 
22210. Price MF $0.83; HC $8.69, plus 
postage. Order No. ED121041. 


Data were drawn from the juvenile court records 
of 138 schoolaged abused children in a study of 
the frequency of educational and psychological 
problems in abused children. Other variables 
investigated included: academic achievement 
levels; the type, frequency of traits, and the 
behaviors which may indicate psychological 
problems; the frequency of institutional place- 
ment; the frequency of speech therapy and 
psychological counseling; and the frequency of 
special education placement. It was found that 
abused children were placed in classes for the EMR 
or the emotionally disturbed significantly more 
often than normal children; the majority of abused 
children placed below grade level in academic 
achievement; the traits and behaviors of abused 
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children indicated psychological problems; the 
number of abused children in psychiatric institu- 
tions was greater than in the general population; 
and the number of abused children receiving 
speech therapy was not statistically significant. 
Related literature was reviewed to present the 
history, magnitude, and demographic aspects of 
child abuse and to analyze current knowledge in 
terms of the adequacy of research methodology 
and design. An appendix is included of school 
population figures, data collection checklist, an 
abused child glossary of terms, and the abused 
child concept scheme. 


2466 SPENCE, M. ANNE. Genetic studies, In: 
Ritvo, E. R.; Freeman, B. J.; Ornitz, E. M.; 
& Tanguay, P. E., eds. Autism: Diagnosis, 
Current Research, and Management. New 
York: Spectrum Publications, 1976, pp. 
169-174. 


The possibility of a genetic origin for autism is 
explored in a review of recent literature. There is 
no evidence of a chromosome abnormality in cases 
of autism. An X-linked type of inheritance can 
likewise be excluded as a contributing factor, as 
can an autosomal dominant inheritance. Since the 
recurrence risk reported for sibs of autistic 
children is about 2 percent, rather than the 25 
percent expected where a recessive trait is 
apparent, and there is no evidence that consan- 
guinity occurs more often among parents of 
autistic children, it is reasonable to exclude 
autosomal recessive inheritance as the genetic 
factor in autism. More complex genetic models 
such as multifactorial inheritance remain to be 
explored. It is possible that several genetic 
mechanisms are responsible for autism, or that 
only certain symptoms of the condition are 
inherited. Each symptom of the condition and 
each symptom cluster will have to undergo genetic 
analysis, testing the data against the existing 
genetic hypothesis, to exclude a genetic mecha- 
nism for autism, but at present no evidence for 
such a mechanism exists. (24 refs.) 


2467 FRANKEL, FRED; TYMCHUK, 
ALEXANDER J.; & SIMMONS, J AMES Q. 
Operant analysis and intervention with 
autistic children: implications of current 
research. In: Ritvo, E. R.; Freeman, B. J.; 
Ornitz, E. M.; & Tanguay, P. E., eds. 
Autism: Diagnosis, Current Research, and 
Management. New York: Spectrum Pub- 
lications, 1976, pp. 151-168. 
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Research has shown that operant analysis can be 
applied to areas of language, perception, and social 
learning in the autistic. Operant intervention 
strategies for increasing or decreasing rates of 
specified behavior are reviewed, and _ specific 
applications to disturbances in_ perception, 
motility, relatedness, and language in the autistic 
are indicated. It is possible that the 5 criteria used 
by Ornitz and Ritvo (1968) are not primary causes 
of autism, but that one subset of these symptoms 
may produce the remainder of the cluster as 
secondary features. Operant methodology in 
approaching these questions focuses more on 
operant analysis than upon operant intervention. 


2468 BAKER, LORIAN; CANTWELL, DENNIS 
P.; RUTTER, M.; & BARTAK, 
LAWRENCE. Language and autism. In: 
Ritvo, E. R.; Freeman, B. J.; Ornitz, E. M.; 
& Tanguay, P. E., eds. Autism: Diagnosis, 
Current Research, and Management. New 
York: Spectrum Publications, 1976, pp. 
121-149. 


The relevance of language studies to the diagnosis, 
prognosis, and etiology of autism is stressed, work 
in this area is reviewed, and linguistic analysis of 
free speech samples of a group of autistic children 
and a matched group of aphasic children is 
described. A specific profile of autistic language 
that may be used as a diagnostic tool is not yet 
available. Only gross estimates of ultimate 
prognosis on the basis of language are possible, but 
there is some evidence that types of echoing may 
be significant. Language studies have demonstrated 
the inadequacy of the psychogenic theory in 
which the language or communication style of the 
mother is accorded etiological significance. The 
similarity between autistic and aphasic language in 
children suggests a common or similar etiology. 
The nature of the cognitive and linguistic skills of 
autistic children requires further study, so that 
rational treatment programs can be designed. (66 
refs.) 


2469 YUWILER, ARTHUR; GELLER, 
EDWARD; & RITVO, EDWARD R. 
Neurobiochemical research. In: Ritvo, E. 
R.; Freeman, B. J.; Ornitz, E. M.; & 
Tanguay, P. E., eds. Autism: Diagnosis, 
Current Research, and Management. New 
York: Spectrum Publications, 1976, pp. 
85-106. 
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Studies on blood serotonin levels in over 70 
autistic patients suggest that autistic children have 
higher blood serotonin, higher platelet counts, and 
somewhat higher serotonin per platelet than 
age-matched nonautistic children. Although the 
differences do not appear to be artifactual, certain 
variables, such as activity or chronic dietary 
intake, have not been studied, so that it is not 
certain that the differences are directly related to 
autism. Cumulative data suggest that serotonin has 
a bimodal distribution, which may mean that there 
are 2 kinds of autistic children, or that some 
secondary influence causes a bimodal distribution. 
Plans for future research are discussed, directed 
toward identifying specific pathological factors in 
autism and leading to development of a rational 
therapy. (14 refs.) 


2470 TANGUAY, PETER E. Clinical and 
electrophysiological research. In: Ritvo, E. 
R.; Freeman, B. J.; Ornitz, E. M.; & 
Tanguay, P. E., eds. Autism: Diagnosis, 
Current Research, and Management. New 
York: Spectrum Publications, 1976, pp. 
75-84. 


Research into the nature, etiology, and treatment 
of early infantile autism is reviewed, with emphasis 
on clinical and electrophysiological studies pub- 
lished within the past 5 years. Although there is 
lack of agreement in the field, a reasonable case 
can be made that early infantile autism and 
childhood schizophrenia are distinctly different 
illnesses, early infantile autism being a syndrome 
related to the developmental disabilities and 
childhood schizophrenia the downward extension 
of adult schizophrenia into childhood. Hypotheses 
regarding the etiology of early infantile autism 
posit, variously, perceptual inconstancy, a defect 
in cross-modal associations, or a central cognitive 
defect. The theory of perceptual inconstancy is 
supported by electrophysiological studies of 
phenomena mediated by the vestibular nuclei in 
the brainstem. Other studies suggest an impair- 
ment in the operation of homeostatic brainstem 
reflexes. Electrophysiological studies have sug 
gested that the interaction between auditory and 
visual pathways in autistic subjects is defective. 
Some evidence suggests that autistic children do 
not develop specialization of the brain hemi- 
spheres as normal children do, so that both sides 
of the brain remain relatively immature and 
plastic. Therapy for the autistic child requires that 
a working partnership exist between the profes- 
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sional and the parent, and that the treatment 
program possess a structure designed with the 
individual child’s handicap in mind. (36 refs.) 


2471 LOWELL, MARILYN. Audiological assess- 
ment. In: Ritvo, E. R.; Freeman, B. J.; 
Ornitz, E. M.; & Tanguay, P. E., eds. 
Autism: Diagnosis, Current Research, and 
Management. New York: Spectrum Publi- 


Cations, 1976, pp. 57-71. 


The use of audiologic assessment on the overall 
evaluation of the autistic child is described, and 
subjective and objective assessment procedures 
comprising the clinical assessment battery are 
reviewed. Subjective procedures include pure tone 
audiometry, modified speech audiometry, play 
audiometry, Tangible Reinforcement Operant 
Conditioning Audiometry (TROCA), Conditioned 
Orienting Response Audiometry (COR), and 
Behavioral Observation Audiometry (BOA). Objec- 
tive procedures include impedance audiometry, 
the cribogram (a device testing movement or 
activity following stimulus presentation), evoked 
response audiometry, electrocochleography (ECO) 
or far field testing, psychogalvanic skin response 
(PGSR), and respiration audiometry. Peculiarities 
of the autistic response include hypersensitivity to 
sounds, echolalia, and reactions to specific sound 
frequencies. Management of the autistic child with 
hearing impairment must consider type and degree 
of hearing loss, whether a hearing aid is necessary, 
selection of the appropriate instrument, and 
educational management. (17 refs.) 


2472 DOUGLAS, J.W.B. Early hospital admis- 
sions and later disturbances of behaviour 
and learning. Developmental Medicine and 
Child Neurology, 17(4):456-480, 1975. 


The effects of hospital admission in early 
childhood on subsequent behavior were investi- 
gated using a national population of children for 
whom hospital records were available from birth. 
Ss comprised all children born to nonmanual and 
agricultural workers, and a random 1-in-4 sample 
of those born to the rest of the national workers, 
in all of Great Britain during the first week of 
March, 1946, with illegitimate births and twins 
excluded. Ss were contacted at least every 2 years 
in the succeeding 26 years. Strong and unexpected 
evidence was provided that one hospital admission 
of more than a week’s duration or repeated 








2473-2475 DEVELOPMENTAL ASPECTS 





admissions before age 5, and in particular between 
6 months and 4 years, resulted in an increased risk 
of behavioral disturbance and poor reading in 
adolesccence. Delinquency and unstable job 
history were prominent adverse effects. The 
children most vulnerable to early admission were 
those who were highly dependent on their mothers 
or were under stress at home at the time of 
admission. Evidence exists that early admissions to 
the hospital are more frequent today than 25 years 
ago, and that readmissions are more frequent. (32 
refs.) 


MCR Unit on Environmental Factors in 
Mental and Physical Illness 

London School of Economics 

20 Hanway Place 

London W1P OA}, England 


2473 STRAX, THOMAS E. Adolescence--a 
period of stress, the search for an identify. 
In: Bergsma, D.; & Pulver, A. E., eds. 
Developmental Disabilities: Psychologic 
and Social Implications, (National Founda- 
tion-March of Dimes Birth Defects Original 
Article Series, Volume 12, Number 4.) 
New York, New York: Alan R. Liss, 1976, 
pp. 63-70. 


Adolescence, typically a period of storm and stress 
characterized by biologic, social, and emotional 
changes, is a period of self-examination and 
rejection for the disabled individual. The disabled 
person almost always has a prolonged adolescence, 
and his identity crisis is all the more profound 
because of a dearth of appropriate role models. 
Studies demonstrate a reluctance of the physically 
normal child to accept the physically disabled 
child into his peer group. Thus, the disabled 
adolescent is deprived of a valuable tool in 
working out his problems. The disabled child, 
often overprotected by his parents, grows into an 
individual who feels that he may need special 
protection. This, coupled with the special needs of 
the physically disabled, creates an infantile and 
immature personality. When the disabled child 
finally enters the outside world, he is segregated 
into special classes, where he feels inferior. 
Adolescence should be followed by a healthier, 
more realistic acceptance by the disabled of 
themselves, their handicap, and their limitations 
and strengths. A good, supportive family unit and, 
later, understanding peers will contribute greatly 
in this respect. (18 refs.) 

Moss Rehabilitation Hospital 

Philadel phia, Pennsylvania 19141 


2474 AFFLECK, GLENN G. Role-taking ability 
and interpersonal conflict resolution 
among retarded young adults. American 
Journal of Mental Deficiency, 
80(2): 233-236, 1975. 


Sixteen adult males (mean CA 22.8 years) selected 
at random from a population of moderately and 
mildly MR _ clients at a _ sheltered workshop 
evaluation and training program participated in an 
investigation of the relationship between role- 
taking proficiency and interpersonal conflict 
resolution among MR _ young adults. Feffer’s 
Role- Taking Task and the Role-Playing Assessment 
Technique were employed as experimental mea- 
sures. The results supported an _ association 
between role-taking and interpersonal conflict 
resolution. The strength of this association was 
evident even when IQ was held constant. The 
findings indicated that role-taking is particularly 
related to the tendency to recognize the other’s 
feelings and intents during social encounters and is 
related directly to an appreciation of the nature of 
the conflict and the short-term and long-term 
consequences of the solution. Further study is 
needed to determine whether role-taking pro- 
ficiency may play a central role in the 
interpersonal adequacy of MR adults. (18 refs.) 


University of Connecticut 
Health Center 

Department of Psychiatry 

Farmington, Connecticut 06032 


2475 HIGENBOTTAM, JOHN A.; & CHOW, 
BARRY. Sound-induced drive, _ prior 
motion restraint, and reduced sensory 
stimulation effects on rocking behavior in 
retarded persons. American Journal of 
Mental Deficiency, 80(2):231-233, 1975. 


General drive level and reduced sensory stimula- 
tion effects were assessed in a group of 16 
ambulatory males (mean chronological age 24.25 
years) classified as mildly to profoundly MR. Each 
S had displayed rocking behavior on the ward ata 
mean rate of 115.80 rocks per 5 minutes. All Ss 
were free of gross sensory and motor disabilities. 
Ss participated in 6 sessions designed to test the 
effect of prior motion restraint, high intensity 
sound, and reduced sensory stimulation on the 
rate of rocking. The data were analyzed by means 
of a 2 x 3 x 3 (Test x Pretest x Trial Block) 
within-subjects analysis of variance. Significant 
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rate increases were associated with the presenta- 
tion of high intensity sound and short periods of 
reduced sensory stimulation. No increased rocking 
was demonstrated subsequent to prior motion 
restraint. The findings suggest that the rate of 
stereotyped body rocking in MRs varies with 
general drive level, with sensory deprivation 
operating as a drive variable in the same manner as 
other operationally defined drive variables. 
Similarly, sensory deprivation conditions may 
summate in effect with other drive-inducing 
conditions, such as high intensity sound. (11 refs.) 


R. R. #1 
Blenheim, Ontario NOP 1AO 
Canada 


2476 EDMONSON, BARBARA; & WISH, JOEL. 
Sex knowledge and attitudes of moder- 
ately retarded males. American Journal of 
Mental Deficiency, 80(2):172-179, 1975. 


Eighteen moderately MR men (chronological age 
18 to 30 years) undergoing training in self-care and 
community adjustment skills as part of a 
deinstitutionalization program were questioned in 
semistructured interview sessions to determine 
their knowledge and beliefs about adult sexual 
behavior. Pictures of dating, engagement, marriage, 
intercourse, pregnancy, childbirth, parents leaving 
the hospital with an infant, a Playboy cover, 
masturbation, homosexual embrace, and drunken- 
ness were displayed, and Ss were asked to interpret 
and discuss the scenes. Essentially, interviewers 
sought the Ss’ understanding of 20 concepts. The 
frequencies of various response categories revealed 
a broad range of comprehension. The most 
accurate gave correct central responses to 65 
percent of the 20 concepts, and the least accurate, 
to only 10 percent; the median was 28 percent. 
That the Ss had only limited comprehension was 
apparent in the prevalence of error and confusion 
in their replies; error was often associated with 
descriptions of nonrelevant portions of a scene 
rather than with embarrassed evasion via an 
innocuous (noncentral) response. Correct concep- 
tual responses were significantly related to the 
Wechsler Adult Intelligence Scale Full Scale and 
Verbal IQs and to the Adaptive Behavior Scale 
domains of Language, Socialization, and Respon- 
sibility. (18 refs.) 


Nisonger Center 

Ohio State University 
1580 Cannon Drive 
Columbus, Ohio 43210 


2477 SIMON, NICOLE. Echolalic speech in 
childhood autism: consideration of pos- 
sible underlying loci of brain damage. 
Archives of General Psychiatry, 
32(11):1439-1446, 1975. 


Focal lesions of susceptible brain stem structures, 
produced by various perinatal insults, including 
birth asphyxia, may be part of a more widespread 
pattern of brain damage responsible for abnormal 
speech in childhood autism. In contrast to 
language impairment in aphasic disorders, the 
speech of echolalic autistic children is specifically 
lacking in appropriate use of expressive-into- 
national features, but there is clear articulation of 
words and phrases, indicative of intact discrimina- 
tion of phonemic features. Failure to attend to 
auditory stimuli and the characteristic language 
disorder, the most consistent findings in autistic 
children, could both be the result of damage to the 
brain stem auditory system. Damage to this system 
is the type of lesion which could lead to behavioral 
handicaps without neurologic signs. It would 
appear, then, that the autistic syndrome is 
potentially far more serious than profound 
congenital deafness. The language handicap is the 
greatest impediment to developmental progress, 
and exploration of the central nervous system 
mechanisms underlying this aspect of the autistic 
symptom complex and methods aimed at language 
training are of urgent importance. (72 refs.) 


Behavioral Sciences Division 
Bolt, Beranek and Newman, Inc. 
50 Moulton Street 

Cambridge, Massachusetts 02138 


2478 WALLACE, BRUCE R. Negativism in 
verbal and nonverbal responses of autistic 
children. /ournal of Abnormal Psychology, 
84(2):138-143, 1975. 


Nine autistic, 9 behavior-disturbed, and 9 normal 
children (CA 5.to 12 years) were studied for the 
frequency and type of their negative responses to 
verbal and nonverbal requests for verbal and 
nonverbal responses. On the assumption that both 
reduced language use and negativism are important 
aspects of autism, it was hypothesized that the 
most frequent negative behavior in autistic 
children would occur during verbal requests for 
verbal responses, whereas the least frequent 
negative behavior would occur during nonverbal 
requests for nonverbal responses. Three different 
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stimulus conditions each included 2 tasks, which 
were requested 15 consecutive times. Ss demon- 
strated that they could perform the tasks before 
testing, and their responses were scored according 
to the similarity between the response and the 
request. A 3-way analysis of variance was 
employed. Autistic and behavior-disturbed Ss 
responded similarly, except when requests 
required verbal responses, in which case the 
autistic Ss were much more negative. The converse 
of the hypothesis was not supported, however. In 
fact, the results indicated that, if anything, 
nonverbal requests for nonverbal responses tended 
to elicit more negativism than verbal requests for 
nonverbai responses. An increase in the complex- 
ity of the requested verbal response did not 
increase negativism. (21 refs.) 


Rehabilitation Centre 
Charlottetown, Prince Edward Island 
Canada 


2479 Temporal lobe lesions may play part in 
autism. /ournal of the American Medical 
Association, 234(6):584, 1975. 


Brain lesions of the medial temporal lobe may be 
the neurologic substrate of infantile autism, 
according to G. Robert DeLong, M.D., chief of the 
pediatric neurology unit at Massachusetts General 
Hospital, Boston. Consistent changes on pneumo- 
encephalography (PEG), including a disproportion- 
ate enlargement of the left temporal horn in 14 
patients and slight enlargement of the entire left 
lateral ventricle in 9 patients, were found during 
an investigation of 16 cases of infantile autism. All 
of the patients exhibited at least 4 of the 
behavioral characteristics of infantile autism, 
among them, failure to develop a_ normal 
communicative language and gross and sustained 
impairment in emotional relationships. None had 
gross motor disorders, identifiable metabolic 
disorders, primary sensory impairment, or signifi- 
cant somatic abnormalities. There was some 
correlation between the severity of clinical 
symptoms and the degree of PEG abnormality. In 


adults, autism is paralleled by 2 syndromes 
associated with temporal lobe damage--Korsakoff’s 
psychosis, seen as memory loss in older, senile 
adults or after lengthy alcoholism, and _ the 
Kluver-Bucy syndrome, in which the patient is 
socially isolated and exhibits random repetitive 
hyperactivity and an atypical noncommunicative 
language. 


2480 PRIOR, MARGOT R.; & CHEN, C. S. 
Learning set acquisition in autistic chil- 
dren. Journal of Abnormal Psychology, 
84(6): 701-708, 1975. 


The performance of 19 autistic children (mean 
chronological age 9 years 9 months, mean mental 
age 4 years 3 months, mean IQ 47) on an object 
discrimination learning set task was examined and 
compared with that of normal preschool control 
children matched for mental age and 10 Down’s 
syndrome control children matched for chronolog- 
ical age, mental age, and IQ. Only 2 of the autistic 
children did not reach criterion for learning set 
acquisition.. The performance of the autistic group 
was superior to that of either control group, where 
approximately half of each group reached 
criterion, despite the similarity in measured mental 
ages. In fact, the 2 autistic children who did not 
reach criterion did show evidence of learning set 
acquisition for limited periods, but they mani- 
fested frequent switching-off behavior. The 
number of problems required by the autistic 
children did not differ significantly from the 
number required by normal children showing 
learning set acquisition. Some doubt still exists 
concerning the relation of mental age and IQ to 
learning set acqusition, at least among children 
with a mental age as low as that of the present Ss. 
(25 refs.) 


Department of Psychology 
Monash University 
Clayton, Victoria 3168 
Australia 
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DEVELOPMENTAL ASPECTS — Psychodiagnostics 


2481 LABAY, MICHAEL J.; & ANDERSON, 
NELS M. The power of selected cognitive, 
social/emotional, physical motor, and 
language tests in predicting development 
levels of mentally handicapped preschool 
children. Resources in Education (ERIC), 
11(10):177, 1976. 15 pp. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.83; HC $1.67. Order No. 
ED124572. 


A paper presented at the Annual Meeting of the 
American Educational Research Association, held 
in San Francisco, California, in April, 1976, 
highlights the results of an effort to determine the 
predictive power of the Wechsler Preschool and 
Primary Scale of Intelligence (WPPSI), the Denver 
Developmental Screening Test, the Leiter Interna- 
tional Performance Scale, the Southeastern Day 
Care Project (HEW) Rating Scale, and the ABC 
Inventory when used to diagnose MR children in 
the areas of preschool cognitive, social /emotional, 
physical motor, and language development. The 
primary objective of the research was to determine 
the necessity of testing preschool MR children in 
all 4 areas of development in order to accurately 
predict which children require individual help 
prior to public school kindergarten placement. The 
results of the research indicate that the develop- 
ment of these children may not be measurable in 
distinct cognitive, social/emotional, physical 
motor, and language areas, and that a testing 
instrument designed to measure the generalized 
factors of intelligence and social adaptability may 
be sufficient for the identification of the MR 
youngster prior to the child’s first public school 
appearance. 


2482 RUBIN, ROSALYN A., et al. Accuracy of 
preschool identification of potential learn- 
ing disabilities. Resources in Education 
(ERIC), 11(10):180, 1976. 13 pp. Avail- 
able from ERIC Document Reproduction 
Service, Box 190, Arlington, Virginia 
22210. Price MF $0.83, plus postage. 
Order No. ED124597. 
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A sample of 732 children were examined at age 9 
for relationships between performance on 2 
preschool administrations of the Metropolitan 
Readiness Tests (MRT) and the Stanford Achieve- 
ment Test (SAT). Significant correlations, which 
ranged from .50 to .71, were obtained between 
readiness scores and SAT scores on reading, 
spelling, and arithmetic. However, it was noted 
that when Ss were classified into high and low 
groups on readiness and achievement, far greater 
reliance could be placed on use of high readiness 
scores as predictors of good academic performance 
than on use of low readiness scores as predictors of 
poor performance. 


2483 COLLINS, MICHAEL T.; & RUDOLPH, 
JAMES M. A manual for the assessment of 
a ‘‘deaf-blind” multiply-handicapped child. 
Revised edition. Lansing, Michigan: Mid- 
west Regional Center for Services to 
Deaf-Blind Children, 1975. 43 pp. Avail- 
able from ERIC Document Reproduction 
Service, Box 190, Arlington, Virginia 
22210. Price MF $0.83, plus postage. 
Order No. ED121050, 


A manual for program assessment of the deaf-blind 
child’s development is presented. A list for 
recording behavior patterns that interfere exces- 
sively with the child’s attentiveness and “normal” 
functioning is provided. Assessment checklists are 
color-coded for 6 developmental areas: cognition; 
language development; fine motor development; 
gross motor development; social development; and 
personal self-help skills. Spaces are provided for 
checking off abilities in each of these areas 
demonstrated by the child during 6 assessments. 
The manual is not intended to be a curriculum 
guide and scale items are not designed to replace 
the objectives and activities of the child’s 
curriculum. 


2484 FLAHARTY, REBECCA. EPEC: Evalua- 
tion and Prescription for Exceptional 
Children. In: Ritvo, E. R.; Freeman, B. J.; 
Ornitz, E. M.; & Tanguay, P. E., eds. 
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Autism: Diagnosis, Current Research, and 
Management. New York: Spectrum Publi- 
cations, 1976, pp. 35-39. Appendix, pp. 
43-56. 


A procedure for evaluating the educational 
potential and psychological development of the 
autistic child is described. The procedure, 
Evaluation and Prescription for Exceptional 
Children (EPEC), can be administered by teachers 
without much specialized training, attempts to test 
the majority of abilities necessary for the everyday 
functioning of the child, covers tasks the normal 
child can perform from birth through the sixth 
year, and yields a mental age in each skill area it 
taps. Items in each area tested were obtained from 
the Stanford-Binet Intelligence Scale, the Gesell 
Developmental Schedules, and the Cattell Infant 
Developmental Scale. An appendix to the chapter 
Contains a reproduction of the EPEC Scales anda 
bibliography indicating where the items were 
obtained. Current research attempts to validate use 
of the test with normal children as well as the 
handicapped. (7 refs.) 


2485 FREEMAN, B. J.; & RITVO, EDWARD R. 
Cognitive assessments. In: Ritvo, E. R.; 
Freeman, B. J.; Ornitz, E. M.; & Tanguay, 
P. E. eds. Autism: Diagnosis, Current 
Research, and Management. New York: 
Spectrum Publications, 1976, pp. 27-33. 


The IQ score, as developed by Binet and revised at 
Stanford University, is a statistically determined 
value representing the percent deviation of a given 
child’s performance from that of many children of 
the same age on standardized tests. Test results are 
highly related to a child’s verbal skills, The 
Wechsler test measures verbal and performance 
areas to yield a full-scale 1Q. Infant tests, such as 
the Cattell, the Bailey, and the Gesell, do not 
correlate well with scores obtained later in life on 
the Stanford-Binet or Wechsler tests. A field 
theory model of intelligence assumes that behavior 
is the result of multiple factors, including genetic 
considerations, current psychological state, neuro- 
logical maturation, and specific learning experi- 
ences. Clinical experience and other studies have 
demonstrated that autistic persons have test scores 
ranging from the profoundly MR to normal levels. 
Observations of hundreds of autistic patients 
indicate that they have a basic neuropatho- 
physiologic disturbance that underlies the syn- 
drome of perceptual inconstancy, producing 





clinical symptoms that define the disease state. 
Intelligence testing in autistic children must take 
this process and its primary and secondary 
manifestations into account. Prescreening patients 
permits the approximate level of performance, 
rather than their chronological age, to determine 
test selection. 1Q tests can be useful in designing 
therapy for the autistic patient. (13 refs.) 


2486 REIMER, DONNA C.; EAVES, LINDA C.; 
RICHARDS, RONNI; & CRICHTON, 
JOHN U. Name-printing as a test of 
developmental maturity. Developmental 
Medicine and Child Neurology, 
17(4):486-492, 1975. 


As a Clinical test the ability of a child to print his 
name is a gentle way to approach the nervous 
child; allows the examiner to observe fine muscle 
coordination, handedness, presence or absence of 
other abnormal movements; and allows the 
examiner to observe the reaction of the child and 
his parents to the unusual environment of the 
clinical examination room. Fifty percent (2,656) 
of Vancouver’s kindergarten children were given 
the Modified Predictive Index, which included 
name printing as one of the 12 subtests. Of those 
tested, 133 boys and girls were unable to print 
their names, or could print only one letter. This 
group presumably comprised children who, in 
addition to those with MR, will be at risk for the 
later appearance of dysgraphia and dyslexia. 
Comparisons with the outcome of the total MPI 
and with kindergarten teacher appraisals suggest 
that the Print-Your-Name test may be useful as a 
quick, simple measure to aid in developmental 
assessment. (8 refs.) 


Health Centre for Children 
715 West 12th Avenue 
Vancouver 9, Canada 


2487 ROGERS, GEORGE W., JR.; & RICH- 
MOND, BERT O. Results on the Slosson 
Drawing Coordination Test with Appala- 
chian sheltered workshop clients. Re- 
sources in Education (ERIC), 11(4):88, 
1976. 9 pp. Available from ERIC Docu- 
ment Reproduction Service, Box 190, 
Arlington, Virginia 22210. Price MF $0.76; 
HC $1.58, plus postage. Order No. 
ED115053. 
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The Slosson Drawing Coordination Test and the 
Bender Visual Motor Gestalt Test were given to 54 
clients (13-52 years of age) in an Appalachian 
sheltered workshop. On the basis of Slosson test 
results, 29 of the Ss were identified as possibly 
brain damaged; using the M. Hutt scoring system 
for the Bender Gestalt Test, 17 Ss were so labeled. 
Using all available data and their clinical 
judgments, 2 clinical psychologists found only 13 
Ss who fit into that category. Findings suggest that 
the Slosson Test be used with reservations when 
testing Appalachian clients for brain damage. 


2488 ROURKE, B. P.; & FINLAYSON, M.A.}. 


Neuropsychological significance of varia-- 


tions in patterns of performance on the 
Trail Making Test for older children with 
learning disabilities. Journal of Abnormal 
Psychology, 84(4):412-421, 1975. 


The relations of differential patterns of per- 
formance on the children’s version of the Trail 
Making Test (TMT) and other neuropsychological 
measures shown to be highly sensitive to the 
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integrity of the brain were studied with 45 
children (chronological age 10 to 14 years, IQ 83 
to 114) with learning disabilities, divided into 3 
groups on the basis of their performance on the 
TMT. Group 1 was composed of children who 
exhibited normal performance on Parts A (a 
relatively straightforward test of spatial visualiza- 
tion and spatial orientation) and B (a more 
complicated test) of the TMT; Group 2 children 
performed normally on Part A, but their 
performance was impaired on Part B; and Group 3 
was composed of children who performed poorly 
on Parts A and B. The findings demonstrated that 
specific patterns of performance on the TMT are 
related to consistent differences on a number of 
verbal, auditory-perceptual, visual-spatial, and | 
psychomotor abilities, and they seemed to support _ 
the view that learning disabilities in such children 
are due, at least in part, to dysfunction at the level 
of the cerebral hemispheres. (25 refs.) 


Department of Psychology 
University of Windsor 
Windsor 11, Ontario 
Canada 
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2489 BUDOFF, MILTON; & GOTTLIEB, JAY. 
Special-class EMR children mainstreamed: 
a study of an aptitude (learning potential) 
x treatment interaction. American journal 
of Mental Deficiency, 81(1):1-11, 1976. 


The academic, personal and social effects of 
reintegrating EMR children into a regular class- 
room setting were studied after they had spent one 
or more years in a special class. Thirty-one EMR 
children between the ages of 93 and 168 months, 
who had attended segregated special classes for 
one year prior to their participation in the study, 
were randomly assigned to 2 special classes in a 
newly opened replacement school. Fourteen 
subjects were assigned to a segregated class while 
the remaining 17 were mainstreamed full-time 
with regular class children in a remedial learning 
situation. There were no significant differences 
between the two groups prior to assignment or 2 
months after reintegration. However, after one 
school year, in contrast to the segregated students, 
the integrated students showed marked differences 
in scores in the motivation and cognitive style 
variable domains. In terms of specific motivation 
variables, the students felt more positively about 
their prospects in school, expressed an increased 
sense of control vis-a-vis their environment, tended 
to view their own capabilities as students more 
positively, and behaved more reflectively than 
when they were still in special classes. The EMR 
children with higher learning potential benefitted 
more academically from regular class than the 
EMR pupils with more limited capabilities. The 
need for additional studies on a larger scale is 
cited. (32 refs.) 


Research Institute for 
Educational Problems 

29 Ware St. 

Cambridge, Massachusetts 02138 


2490 Minnesota University. Mainstreaming: ori- 
gins and implications. Minneapolis, Minne- 
sota: Leadership Training Institute/Special 
Education, 1976. 65 pp. Available from 
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Council for Exceptional Children, 1920 
Association Drive, Reston, Virginia 22091. 
Price $3.00. Order No. 135. 


Material discussed at the July 1975 Deans’ Projects 
conference on the origins and implications for 
personnel training of trends in mainstreaming 
handicapped children is presented. The need for 
more training of regular teachers was noted in a 
paper by E. Martin, director of the Bureau of 
Education for the Handicapped, and the implica- 
tions of recent court cases were reviewed in 
“Changing Public Policies--Roots and Forces’’, by 
T. Gilhool. Responses to the Gilhool paper were 
made by G. Clifford, D. Lortie, J. Frein, L. 
Brinegar, and R. Egbert. “Consequences for 
Instruction--the State of the Art of Individuali- 
zing”, by R. Snow, was the primary presentation 
of the second session, and responses were given by 
C. Meisgeier, A. Hilliard, and H. Klausmeier. The 
main paper of Session III, ‘Ethics, Umbrage, and 
the A B C Ds”, by R. Cromwell, focused on the 
development of valid diagnostic constructs. 
Responses were made by R. Jones, R. Johnson, 
and D. Corrigan. An address by H. Bertness 
entitled ‘‘Progressive Inclusion--the Mainstream 
Movement in Tacoma’’, and a reaction by M. 
Scriven, entitled “Some Issues in the Logic and 
Ethics of Mainstreaming’’, are also presented. 


2491 BULLOCK, LYNDAL M. Educational 
interventions for children with behavioral 
and/or learning problems. Gainesville, 
Florida: Florida Educational Research and 
Development Council, 1976. 39 pp. 
Available from FERDC, 126 Building E, 
University of Florida, Gainesville, Florida 


32611. Price $2.00. 


A monograph intended to assist special program 
teachers in planning, organizing and implementing 
efficient educational intervention strategies 
emphasizing behavior modification for students 
with behavioral and/or learning problems is 
discussed. Data are provided for solving problems 
in such areas as: ways to ensure success in working 
with students; maintenance of control in the 
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Classroom; consideration for establishing group 
instruction; guidelines for administering individual- 
ized instruction; introduction of students into the 
classroom; reinforcement schedules for individual 
students; procedures to design and implement a 
reinforcement system; establishment of classroom 
rules; classroom designs which facilitate learning; 
and establishment of initial priorities. Classroom 
floor plans are included, as well as a sample task 
sheet for students unable to tell time, a 
student-teacher contract form, an example of an 
individualized schedule of daily events, and 
Classroom charts relating to the point system and 
reinforcement center. 


2492 Procedures for survey, screening, evalua- 
tion, placement, and dismissal of children 
into/out of programs for the handicapped. 
Columbia, South Carolina: Education 
Department, Office of Programs for the 
Handicapped, 1976. 74 pp. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.83; HC $3.50, plus postage. Order 
No. ED123833. 


Forms, guidelines, and suggested methods for the 
screening, evaluation, placement, and dismissal of 
children into and out of special programs for the 
handicapped in South Carolina are presented. 
Information is provided on the identification 
criteria, definition, requirements for evaluation, 
record keeping requirements, and placement 
procedures for children who are learning disabled, 
visually handicapped, emotionally handicapped, 
orthopedically handicapped, speech and language 
handicapped, hearing handicapped, EMR, and 
TMR. Forms, guidelines, and publicity announce- 
ments are offered for screening in the community 
and school. The appendix includes a summary of 
approximately 40 tests. 


2493 MORROW, HENRY W.; & YATES, 
JAMES R. Pupil Appraisal 1975 to 1990: 
A Delphi Study. Technical Report Number 
2. Austin, Texas: Texas Regional Resource 
Center, 1976. 196 pp. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.83; HC $10.03, plus postage. Order 
No. ED123831. 
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The opinions of 100 professionals were analyzed 
by the Delphi technique on possible technological 
and other changes which may influence the 
assessment process of handicapped students in 
educational environments. Three questionnaires 
given to lawyers, legislators, academicians/trainer / 
theoreticians, assessment practitioners, and medi- 
cal and technical personnel were analyzed. Ss were 
asked to predict future events which would 
influence pupil appraisal, and to predict the date 
of the events; they were then allowed to change 
their date estimates after receiving the total group 
estimates. Results were determined in the areas of: 
university training; assessment technology; cur- 
riculum and educational programming; placement 
and classification; computer technology, inven- 
tions, and technical breakthroughs; new medical 
procedures and drug applications; litigation and 
legislation; and societal values and public opinion. 
Predicted trends included: required courses con- 
cerning the exceptional child in most educational 
preparatory programs; increasing use of criterion 
referenced tests by classroom teachers; reduction 
of institutionalization of the MR _ because of 
extensive use of behavior modification techniques; 
continuing litigation on the education and 
employment of the handicapped; the use of drugs 
to improve behavior and learning; and increasing 
efforts in locating unserved handicapped students. 
The appendix includes the questionnaires and 4 
Critical reviews. 


2494 SIE, MAUREEN A., et al. An educational 
alternative for special education. Mount 
Clemens, Michigan: Macomb County Inter- 
mediate School District, 1976. 58 pp. 
Available from ERIC Document Reproduc- 
tion Service, Box 190, Arlington, Virginia 
22210. Price MF $0.83; HC $3.50, plus 
postage. Order No. ED121051. 


A project is described which provides 3-day 
outdoor education experiences for orthopedically 
handicapped, TMR, EMR, hearing impaired, and 
physically impaired students ages 3 to 24 years. A 
handbook developed during the 4-year project 
deals with daily living skills, physical education, 
music, language arts, social studies, science, and 
arithmetic. The objectives of the project include 
the education and involvement of parents of 
handicapped children, testing an outdoor educa- 
tion model with handicapped children, training 
special education teachers in outdoor education 
skills, and improving achievement in regular school 
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subjects, self-concept, interpersonal! relationships, 
and leisure skills. Evaluations after the third year 
of the program are reported to_ illustrate 
Statistically significant gains in basic concepts for 
the trainables in the experimental group, that the 
learning sessions for the various handicapped 
groups meet the stated objectives, and that the 
teacher training component is highly successful. 
Instruments to evaluate affective and psychomotor 
domains, teacher developed camp tests for each 
exceptionality, and an instrument for the teacher 
workshop on outdoor education are included in an 
appendix. 


2495 Educating the twenty-four hour retarded 
child. Arlington, Texas: National Associa- 
tion for Retarded Citizens, 1976. 31 pp. 
Available from ERIC Document Reproduc- 
tion Service, Box 190, Arlington, Virginia 
22210. Price MF $0.83; HC $2.06, plus 
postage. Order No. ED123829. 


An overview of a 1975 New Orleans conference on 
educating SMR and PMR children is presented. 
Summaries are provided of comments made by 
state education agency personnel, program 
administrators, and teachers regarding teacher 
education, environmental factors, curriculum, 
financial considerations in implementing legisla- 
tion, parental involvement, recent legislation, and 
the application of behavior modification princi- 
ples. 


2496 CHOW, STANLEY H. L., et al. Effects of a 
mediated training course on teachers and 
students in mainstreaming programs. San 
Francisco, California: Far West Laboratory 
for Educational Research and Develop- 
ment, 1976. 31 pp. Available from ERIC 
Document Reproduction Service, Box 190, 
Arlington, Virginia 22210. Price MF $0.83; 
HC $2.06, plus postage. Order No. 
ED123822. 


The effects of an inservice training course, 
“Tutoring in Mathematics’, on teachers in 
mainstreaming settings were examined in 38 
teachers and 96 low achieving students from 10 
elementary schools. The effects of the course were 
determined by changes in student math achieve- 
ment and attitudes toward math, and in terms of 
specific tutoring skills and teacher attitudes 
regarding working with mainstreamed students. 





Control teachers received no training, and 
experimental teachers took the 6 week course. A 
videotape was taken of a tutoring session before 
and after training. Nine tutoring skills were 
measured, but only 3 (teacher declarations, 
negative comments, and specific verbal praise) 
reached statistical significance at posttest for the 
experimental teachers. Significant gains were also 
achieved on the total attitude scale and 2 attitude 
subscales for experimental teachers only. Control 
teachers did not exhibit gains in tutoring skills. 
Pre-post math attitude and math achievement 
scores were collected for the students. Data on 
student attitude toward math indicated no 
significant increase or decrease for either sample. 
Substantial gains in total math achievement were 
noted for the students of experimental teachers, 
particularly in multiplication subscales, addition, 
and subtraction. The students of control teachers 
did not exhibit these gains. 


2497 SCHOONOVER, ROBERT J. Handbook 
for parents of children with learning 
disabilities. Resources in Education 
(ERIC), 11(10):72, 1976. Available from 
The Interstate Printers and Publishers, Inc., 
Danville, Illinois 61832. Price $1.95. Order 
No. 1795. 


Home teaching methods appropriate for learning 
disabled children are provided in a handbook 
designed for parents. Guidelines are included for 
using behavior modification techniques, and home 
activities are suggested for developing skills in 
arithmetic, reading and language arts, as well as 
auditory and visual skills. Problems that interfere 
with learning, such as poor rhythm sense and 
attention difficulties, are reviewed, and 6 basic 
principles affecting the learning process are listed. 
Methods for coping with the child’s interpersonal 
problems and ways to safeguard the rights of both 
the child and the parents are also noted. 


2498 Learning disabilities: education briefing 
paper. Washington, D.C.: Office of the 
Assistant Secretary for Education, 1976. 7 
pp. -Available from ERIC Document 
Reproduction Service, Box 190, Arlington, 
Virginia 22210. Price MF $0.83; HC $1.67, 
plus postage. Order No. ED123814. 
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Summaries are presented of 5 of the 29 federally 
funded demonstration projects which provide 
screening and diagnostic teaching services to 
learning disabled children. The age span of those 
receiving services ranged from 2 to 21. The 
projects also provide inservice training to adminis- 
trators, paraprofessionals, and teachers. 


2499 Michigan University. Special Education 
Simulation and Consultation Project: 
Special Training Project. Final Report. Part 
/; Results and Learnings. Batten, Murray 
O.; & Burello, Leonard C. Ann Arbor, 
Michigan: Institute for the Study of 
Mental Retardation, 1975. 268 pp. Avail- 
able from ERIC Document Reproduction 
Service, Box 190, Arlington, Virginia 
22210. Price MF $0.83; HC $14.05, plus 
postage. Order No. ED123813. 


The final report of the Special Education 
Simulation and Consultation (SESAC) Project is 
presented. The project was designed to provide 
simulation-based inservice training to Michigan 
building principals, using the Special Education 
Administrators Task Simulation game, which 
simulates the role of the special education director 
in local districts, and the Organizational Develop- 
ment conceptual framework. Project goals, objec- 
tives, procedures, results, and learnings are 
reviewed. Aspects of change and organizational 
development are discussed, as well as descriptions 
of training activities on role clarification and role 
interaction, the establishment of new norms, and 
the development of alternative service delivery 
models. 


2500 BEYER, WALTER; & LICHTENSTEIN, 
JACK. Can the English teacher and the 
reading specialist ride together with 
“Shane” on the wide range of reading 
disabilities? Resources in Education 
(ERIC), 11(10):39, 1976. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.83, plus postage. Order No. 
ED123561. 


A program was designed by English teachers and 
reading specialists to meet the needs of a class of 
seventh graders with reading disabilities. The novel 
“Shane” was used to create an instructional 
framework for teaching vocabulary development 





and comprehension. The role of the reading 
specialist was broadened to include classroom 
instruction in addition to the original role of a 
small consultant. The teaching of literature and 
reading skills was facilitated through the system- 
atic development of study guides and cooperative 
learning experiences. The continued individual 
attention of the reading specialist, combined with 
the efforts of the English teacher, offered the best 
possibility for improvement to those students with 
serious reading problems. 


2501 MUELLER, E. JANE; & ROMEO, 
DOMINIC. The impact of a day school 
program on the language development of 
autistic children. Resources in Education 
(ERIC), 11(8):96, 1976. 46 pp. Available 
from ERIC Document Reproduction Ser- 
vice, Box 190, Arlington, Virginia 22210. 
Price MF $0.83; HC $2.06, plus postage. 
Order No. ED120992. 


A program for autistic children is described, which 
provides individualized instruction based on 
assessment using the Peabody Individual Achieve- 
ment Test, L. Lee’s Developmental Sentence 
Analysis and Scoring, B. Ruttenberg and E. Wolf’s 
Scale for Determining the Nature and Degree of 
Relationship to an Adult as a Person, and 
Ruttenberg and Wolf’s Vocalization and Expres- 
sive Speech Development Scale. Case studies of 13 
9-year-old children are reviewed, including infor- 
mation on each child’s progress in body 
management skills, socialization, and language and 
academic skills. It is concluded that those 
strategies which emphasized manipulative mate- 
rials and action-response tasks seemed more 
effective in developing language and social learning 
in nonverbal children than did reading and writing 
activities. 


2502 RICHARDS, MARY JOANN. Early Child- 
hood Education at Home Project. Final 
Report. Martinsburg, West Virginia: Re- 
gional Education Service Agency, Region 
8, Curriculum Improvement Center, 1975. 
103 pp. Available from ERIC Document 
Reproduction Service, Box 190, Arlington, 
Virginia 22210. Price MF $0.83; HC $6.01, 
plus postage. Order No. ED120995. 


The final report of a 4-year project designed to 
provide home preschool education for handi- 
capped and nonhandicapped Appalachian children 
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is presented. The program was administered by a 
regional board of directors and a regional early 
education advisory council. Aspects of the project 
which are detailed in the report include project 
objectives, organization arrangements, curriculum 
design, dissemination methods, program findings, 
and recommendations. Specific goals and achieve- 
ments for children included improved academic 
achievements, self-concept, and social develop- 
ment, and parents were encouraged to accept and 
understand their child’s handicap. Objectives for 
the school system and teachers included the 
identification and procurement of effective 
instructional materials and decreased retention in 
the first grade. The program has been accepted by 
educational leaders and has been replicated in at 
home preschool education programs. Seven 
appendixes include sample assessment, child 
profile and prescription forms. 


2503 Pre-Kindergarten Prescriptive Teaching 
Program for Learning Disabled Children. 
Fargo, North Dakota: Fargo Public 
Schools, 1976. 351 pp. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.83; HC $19.41, plus postage. Order 
No. ED120999. 


The pre-kindergarten prescriptive teaching pro- 
gram for learning disabled children is presented. 
Motor skill development, social experiences, 
language arts, health, science, and mathematics 
compose the 6 instructional components, which 
consist of sequenced skills and learning packages 
made up of behavioral objectives, performance 
criteria for each objective, a pre-post diagnostic 
test, and instructional experiences. The sequenced 
skills have been identified by kindergarten and 
first grade teachers as essential. In order to assist 
teachers in assessing each child’s functioning at the 
beginning of the school year, the program includes 
a screening test and language and math inventories. 
The curriculum is described, and instructions are 
included for testing and record keeping. Forms 
such as inventory score sheet, daily lesson plans, 
and a pre-kindergarten progress report are also 
enclosed. Examples of skills included are the 
ability to follow simple directions, to walk 
backwards, to discriminate sizes, to label colors, 
and to classify objects, and the awareness of germs 
and their effects. 





2504 Proceedings of the Conference on Research 


Needs Related to Education of the 
Severely Handicapped; jJfanuary  31- 
February 2, 1975. Washington, D.C.: 
Bureau of Education for the Handicapped, 
1975. 108 pp. Available from ERIC 
Document Reproduction Service, Box 190, 
Arlington, Virginia 22210. Price MF $0.83; 
HC $6.01, plus postage. Order No. 
ED121002. 


Research needs related to the education of the 
severely handicapped were explored in a 1975 
Bureau of Education for the WHandicapped 
conference. The primary areas of research needs 
identified by the conference participants included 
management/administration, | communications, 
service, and goals. The top priority needs cited by 
the participants in the areas of prevention include 
a model for research, service design, and delivery; 
evaluation; information exchange systems; assess- 
ment models of alternative service delivery 
systems; and early identification. The names of the 
participants are listed in an appendix. 


2505 Proceedings of the Conference on Research 
Needs Related to Early Childhood Educa- 
tion for the Handicapped; February 11-13, 
1975. Washington, D.C.: Bureau of Educa- 
tion for the Handicapped, 1975. 114 pp. 
Available from ERIC Document Reproduc- 
tion Service, Box 190, Arlington, Virginia 
22210. Price MF $0.83; HC $6.01, plus 
postage. Order No. ED121003. 


Research needs related to early childhood 
education for the handicapped were discussed at a 
1975 conference sponsored by the Bureau of 
Education for the Handicapped. Four areas of 
research needs discussed are development, institu- 
tional models, service delivery systems, and child 
characteristics. Conference participants also identi- 
fied top priority research needs, which included 
defining the specific skills needed by personnel in 
different settings in varied disciplines, investigating 
service delivery systems and institutions to involve 
hard-to-reach families and children, and developing 
and validating early identification procedures. 


2506 Proceedings of the Conference on Research 
Needs Related to the Development of 
Personnel to Serve the Handicapped; 
March 7-9, 1975. Washington, D.C.: 
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Bureau of Education for the Handicapped, 
1975. 76 pp. Available from ERIC 
Document Reproduction Service, Box 190, 
Arlington, Virginia 22210. Price MF $0.83; 
HC $4.67, plus postage. Order No. 
ED121004. 


The 1975 Bureau of Education for the Handi- 
capped conference on research needs related to the 
development of personnel to serve the handi- 
capped is discussed. The 4 primary areas of 
research needs reviewed are personnel utilization, 
personnel training, personnel selection, and pupil 
outcomes in education for the handicapped. 
Participants also identified top priority research 
needs: development of procedures for determining 
educational expectations and objectives; study of 
alternative systems for inservice training; and 
systems for observing teacher-pupil interaction. 


2507 BARRON, ARLEEN S. Assessing Research 
Needs Related to Education of the 
Handicapped. Final report. Princeton, New 
Jersey: Educational Testing Service, 1975. 
165 pp. Available from ERIC Document 
Reproduction Service, Box 190, Arlington, 
Virginia 22210. Price MF $0.83; HC $8.69, 
plus postage. Order No. ED121005. 


An overview is presented of 4 conferences which 
were held on research needs related to develop- 
ment of personnel to serve the handicapped, early 
childhood education for the handicapped, educa- 
tion for the severely handicapped, and career 
education for the handicapped. Participants in the 
conferences were key special education personnel. 
Of common concern to all’ of the conferences was 
the need for information systems and the impact 
of affirmative action mandates. Primary outcomes 
of each conference were an annotated bibliog- 
raphy and proceedings of the conference. 
Appendices are included of conference schedules, 
participants and conference recommendations. 


2508 Minnesota University. National Technical 
Assistance Systems in Special Education. 
Reynolds, Maynard C. Minneapolis, Minne- 
sota: Leadership Training Institute/Special 
Education, 1975. 196 pp. Available from 
ERIC Document Reproduction Service, 
Arlington, Virginia 22210. Price MF $0.83; 
HC $10.03, plus postage. Order No. 
ED121009. 





The 1974 conference on National Technical 


Assistance Systems in Special Education is 
summarized and 17 papers are presented. The 
topics reviewed include a discussion of educational 
support systems in the sociological context, 
experiences with a technical assistance delivery 
system in a Philadelphia school district; activities 
of the University Council for Educational 
Administration; descriptions of the Learning 
Disabilities, Gifted and Talented, and Exceptional 
Children Leadership Training Institutes; the 
functions and operations of the Technical 
Assistance and Development System (TADS); and 
the structure and organization of support systems 
from both a theoretical and practical point of 
view. The views of conference participants on such 
questions as whether national technical assistance 
or support systems are necessary and who the 
recipients of such services should be are 
summarized. 


2509 MEEKER, MARY. A paradigm for special 
education diagnostics: the cognitive area. 
Resources in Education, (ERIC), 11(8):99, 
1976. Available from ERIC Document 
Reproduction Service, Box 190, Arlington, 
Virginia 22210. Price MF $0.83; HC $1.67, 
plus postage. Order No. ED121010. 


A paper presented at the AERA Annual Meeting 
held in 1976 discussed a paradigm for special 
education diagnostics of Area 1 or cognitive 
functioning as related to the Structure of Intellect 
(SO!) model. Several individual profiles were 
provided to illustrate the method of curriculum 
planning from individual SOI profiles. Research 
was reviewed and the figures of the SOI and 
various SOI profiles were provided. It was 
suggested that continuation of inadequate diag- 
nosis in the schools may be avoided through the 
use of this paradigm. 


2510 JESCHKE, THOMAS A. An overview of 
learning disabilities for classroom teachers 
and parents. Des Moines, lowa: Special 
Education Division, 1975. 56 pp. Available 
from ERIC Document’ Reproduction 
Service, Box 190, Arlington, Virginia 
22210. Price MF $0.83; HC $3.50, plus 
postage. Order No. ED121016. 


Information for classroom teachers and parents on 
learning disabilities is overviewed. Topics discussed 
include physical assessment; academic achieve- 
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ment; intellectual potential; channels of learning; 
causes, incidence, and characteristics of learning 
problems; and informal assessment, represented by 
7 simple case studies. A bibliography of 11 
professional books, 3 journals, 14 films, 13 
publishers, and 24 tests is appended. 


2511 Working with parents of handicapped 
children. Austin, Texas: Southwest Educa- 
tional Development Laboratory, 1976. 45 
pp. Available from Council for Exceptional 
Children, 1920 Association Drive, Reston, 
Virginia 22091. Price $3.25. Order No. 
132. 


A manual intended to assist teachers to aid parents 
in understanding their handicapped children is 
presented. Suggestions for improving parent- 
teacher meetings are provided. Topics covered 
include: preparing for and conducting parent 
interviews, meetings, and home visits; following up 
with classroom observation and home instruction; 
insight into one’s own feelings in relating to 
parents; and understanding the parents’ feelings 
and coping with special situations, such as 
suspected child abuse and referral for further tests. 
Three appendixes contain recommendations and 
sample forms, a bibliography of approximately 50 
references, and a list of 24 organization and 
information sources. 


2512 Connecticut University. Special education 
placement: issues and alternatives. A 
decision systems module. Cawley, John F., 
et al. Storrs, Connecticut, 1975. 35 pp. 
Available from Council for Exceptional 
Children, 1920 Association Drive, Reston, 
Virginia 22091. Price manual $10.00; 
16mm film $125.00. Order No. 121. 


A film and manual were designed to be used 
simultaneously to provide individualized instruc- 
tion on a decision systems approach to special 
education placement for mildly handicapped 
students. Tasks and objectives are provided for 
such topics as socialization and peer interaction, 
teacher competencies, litigation, advocacy, ac- 
countability and finance, observing and recording 
behavior, sources of test biases, least restrictive 
alternatives, labeling and categorizing, parent 
involvement in the placement decision, special 
education delivery systems, formal and informal 
assessment, and behavioral characteristics of the 








* 


mildy handicapped. The film poses simulated 
confrontations between an elementary school 
teacher, guidance counselor, principal, and 
parents; the manual is organized according to 35 
objectives, each requiring the completion of 
several tasks. Attainment sheets are available for 
the monitoring of individual student progress. 
Field resources, such as a resource teacher and a 
school psychologist, that the student should visit 
and interview are listed. 


2513 BELL, DAVID J., et al. Let your fingers 
do the talking: a teaching manual for use 
with non-verbal retardates. Sonyea, New 
York: Craig Development Center, 1976. 66 
pp. Available from ERIC Document 
Reproduction Service, Box 190, Arlington, 
Virginia 22210. Price MF $0.83; HC $3.50, 
plus postage. Order No. ED121034. 


A guide designed to meet the needs of non-verbal 
institutionalized MRs is presented. Teaching 
suggestions are offered, as well as written 
explanations and visual representations of approxi- 
mately 250 signs for numbers, common words, 
and letters of the alphabet. All signs are indexed 
alphabetically. The guide stresses the importance 
of repetition, correct hand position, body 
movement and facial expression, and rewards for 
desired responses. 


2514 DRAPER, INGRID L., et al. A materials 
resource guide for teachers of preschool 
children wth special needs. Detroit, Michi- 
gan: Pre-school Technical Assistance 
Resource and Training Center, 1975. 68 
pp. Available from ERIC Document 
Reproduction Service, Box 190, Arlington, 
Virginia 22210. Price MF $0.83; HC $3.50, 
plus postage. Order No. ED121037. 


A resource guide is presented which provides an 
overview of approximately 185 commercially 
prepared preschool educational materials available 
to regular and special education classroom 
teachers, and emphasizes the importance of 
selecting materials to meet the needs of the child. 
Each entry includes the name of the material, a 
brief description, and the name of the publisher. 
The publisher index lists a complete address for 
each publisher. The materials are categorized into 
instructional areas, including: inservice teacher 
training materials, self-awareness and socialization, 
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sensory discrimination, auditory discrimination, 


motor development, language development, 
perceptual-motor development, number concept 
development, and cognitive development. 


2515 DRAPER, INGRID L. A Selected Special 
Education Bibliography and Resource 
Guide. Detroit, Michigan: Pre-school 
Technical Assistance Resource and Train- 
ing Center, 1975. 102 pp. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.83; HC $6.01, plus postage. Order 
No. ED121038. 


A bibliography and resource guide was designed to 
assist Head Start personnel who are not experi- 
enced in special education to locate helpful 
resources and to provide listings of current 
literature and training materials for special 
educators. Information is provided on professional 
journals which are widely used in the field of 
special education. Several national, state, and local 
sources of information and resources in each of 
the major areas of exceptionality are listed. 
Bibliographic entries include the title, publication 
date, and the publisher, and are listed alpha- 
betically under such categories as MR; vision, 
speech and hearing disorders; emotional dis- 
turbance; learning disabilities; parent education; 
orthopedic and other health impairments; suppor- 
tive services; and curriculum and instructional 
Strategies. References to free and low cost 
materials in each category are also included. A 
national listing of early childhood programs for 
young handicapped children is presented, as well 
as listings which give brief descriptions, sources, 
and costs of educational films, inservice training 
materials, video tapes, and phonodiscs for parents 
and educators. 


2516 Education placement of the child with 
spina bifida. Medical Journal of Australia, 
1(26):798-799, 1975. 


There are numerous benefits derived from placing 
children with spina bifida with normal children in 
the school setting. A pre-school situation is 
particularly beneficial in the maturing process of a 
child with a disability and helps in modifying the 
mother’s over-protective reaction. Greater 
mobility is quickly achieved by the handicapped 
child in an atmosphere of competition with 


normal peers, and enthusiasm and the will to try 
are fostered. However, a reserved, sensitive child, 
who is incontinent and has impaired mobility, will 
suffer greatly if thrust into the main educational 
stream, particularly if he is aware of his parents’ 
high aspirations for him. Parents in a low 
socioeconomic group will often react in the 
opposite direction by placing unrealistic and 
harmful limitations upon a disabled child. Basic 
considerations governing a child’s suitability for 
placement with normal school children are (1) 
overall intelligence level, and (2) the presence of 
significant learning problems. The social drawback 
to integration in the classroom posed by 
incontinence as well as the problem the slightly 
impaired child may have in gaining acceptance by 
normal children must also be considered. Success- 
ful integration of a handicapped child in a normal 
school setting is difficult and requires the 
cooperation of the child, his parents and siblings, 
teachers, and classmates. 


2517 ADAMS, JANE L. An Education Cur- 
riculum for the Moderately, Severely and 
Profoundly Mentally Handicapped Pupil. 
Springfield, Illinois: Charles C Thomas, 
1975. 81 pp. $5.95 cloth, $3.50 paper. 


The individual classroom curricula, teaching 
procedures, and specific instructional objectives 
used at Area Residential Care, Inc., a nonprofit 
community-based facility for handicapped chil- 
dren, are described. The curriculum content 
necessary to provide groups of trainable and 
subtrainable children in an educational program 
with appropriate learning experiences in self-help, 
cognitive, physical-motor, communication, and 
socialization skills is presented in a sequential 
format. On the basis of developmental educational 
tenets, instructional objectives are offered, and 
specific teaching procedures that can be utilized in 
the achievement of such objectives are provided. 
The topics discussed include classroom grouping, 
educational environment, utilization of behavior 
modification in designing and maintaining a 
relevant classroom environment, and a realistic 
expressive language development program for the 
partially verbal and nonverbal child. 


2518 Wisconsin University. Modifying regular 
programs and _ developing curriculum 
materials for the vocational education of 
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the handicapped. Progress report 1975. 
Lambert, Roger H., et al. Madison, 
Wisconsin: Center for Studies in Voca- 
tional and Technical Education, 1975. 74 
pp. Available from ERIC Document 
Reproduction Service, Box 190, Arlington, 
Virginia 22210. Price MF $0.83; HC $3.50, 
plus postage. Order No. ED121048. 


A project conducted over a 1-year period by the 
Center for Studies in Vocational and Technical 
Education to modify regular programs and develop 
curriculum materials for vocational education of 
the handicapped is reviewed. Topics discussed at 
the New Orleans convention and the project 
activities are summarized. The project activities 
included production of a film about vocational 
education of the handicapped in Wisconsin 
Technical Institutes, development of a bibliog- 
raphy of free loan materials for handicapped and 
special education, provision of consulting and 
advisory services, preparation of exhibits at state 
and national programs and conferences, the 
development of publications for use in working 
with handicapped persons, collection of materials 
about handicapping conditions and special educa- 
tion, and workshops in VTAE (Wisconsin Board of 
Vocational, Technical, and Adult Education) 
districts. Program outlines of inservice workshops 
held in the vocational, technical, and adult 
education districts are offered in the area of 
improvement of instruction through awareness and 
motivation of students. 


2519 North Carolina University. Outreach: a 
special edition of cycles. Chapel Hill, 
North Carolina: Technical Assistance 
Development System, 1975. 50 pp. Avail- 
able from ERIC Document Reproduction 
Service, Box 190, Arlington, Virginia 
22210. Price MF $0.83; HC $2.06, plus 
postage. Order No. ED121049, 


Seven essays are presented which discuss the 
problems in developing outreach programs for 
handicapped children. Examples are offered of 
some successful program efforts. Entries are 
concerned with continuation funding for the 
Preschool Special Education Project, efforts to 
evaluate Portage Project, some successful ideas 
from Project CEEP (Childrens Early Education 
Project), the use of media in the delivery of 
Language Development Programs’ services, Head 
Start Outreach activities such as Project TAPP 


838 





(Technical Assistance to Preschool Programs), 
target audiences among Head Start Programs, and 
the development of replicable products in the 
Chapel Hill Project. 


2520 AIELLO, BARBARA, ed. Places and 
spaces: facility planning for handicapped 
children and adults. Reston, Virginia: 
Council for Exceptional Children, 1976. 
55 pp. Available from Council for 
Exceptional Children, 1920 Association 
Drive, Reston, Virginia 22091. Price $3.50. 
Order No. 137. 


Specifications and lists of resource materials on 
facility design for handicapped children and adults 
are provided in a manual for architectual designers 
and special educators. An overview by R. Vosbeck 
stresses the need for cooperation between 
educators and architects, and Vosbek’s experiences 
in planning facilities for exceptional children are 
reviewed. Specifications for school problem areas, 
such as inaccessible entrances, toilet facilities, 
halls, and doorways are provided. The addresses 
and activities of 19 resource groups, such as the 
Center for Independent Living and the American 
Institute of Architects, are noted. An annotated 
bibliography containing 29 references to current 
literature on special facilities is also included. 


2521 Wisconsin University. A bibliography of 
materials for handicapped and _ special 
education. Second edition. Lambert, Roger 
H., et al. Madison, Wisconsin: Center for 
Studies in Vocational and _ Technical 
Education, 1975. 81 pp. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.83; HC $4.67, plus postage. Order 
No. ED123839. 


A bibliography is presented which contains 1,621 
references for materials related to the vocational 
and technical education of handicapped students. 
Data provided on each citation usually include 
author, title, publisher and address, binding and 
pagination for books, and price; information is 
also included on films, slides, cassettes, and other 
nonprint materials. Entries are coded by Educa- 
tional Resources Information Center descriptors 
and by Office of Education Curriculum Codes. 
Specific skill areas are listed under which materials 
can be located: trade and industry, health 











TREATMENT AND TRAINING ASPECTS 2522-2525 








occupations, agriculture, vocational and avoca- 


tional skills development, perceptual skills, 
motoric skills, interpersonal and behavior coping 
skills, and communication skills. Materials may 
also be located by specific handicap, such as MR, 
physically handicapped, visually impaired, and 
learning disabled, and by particular type of 
material, such as groups/organizations, evaluation 
and research, ancillary services, and program 
development and administration. 


2522 KOTIN, LAWRENCE. Due process in 
special education: legal perspectives. 
Boston, Massachusetts: Massachusetts 
Center for Public Interest Law, 1976. 25 
pp. Available from ERIC Document 
Reproduction Service, Box 190, Arlington, 
Virginia 22210. Price MF $0.83; HC $1.67, 
plus postage. Order No. ED123841. 


The application of due process to special 
education is reviewed and state statute safeguards 
are examined. Trends in state requirements are 
analyzed, and adherence to a traditional, judicially 
created due process model is noted. Federal court 
Cases, congressional actions, and state legislature 
measures are cited to describe the evolution of due 
process implications to the handicapped. It is 
indicated that most procedures do not provide for 
adequate parent involvement through informal 
discussion, and that the means for obtaining 
parent representation by counsel or an advocate is 
not guaranteed. 


2523 ALLEN, LINDA, et al. Hea/th Education 
for Special Children: Primary ED-LD. 
Homer, New York: Cortland-Madison 
Board of Cooperative Educational Services, 
1976. 114 pp. Available from ERIC 
Document Reproduction Service, Box 190, 
Arlington, Virginia 22210. Price MF $0.83; 
HC $6.01, plus postage. Order No. 
ED123842. 


A guide for teachers and administrators in special 
education offers information on planning a health 
education program for emotionally disturbed or 
learning disabled children at the primary level. 
Units are presented in outline form for such topics 
as: first aid and safety; consumer, environmental, 
and public health; family life; mental health; 
drugs, alcohol, and tobacco; health status and 
disease prevention and control; dental health; 


sensory perception; and nutrition. Five basic parts 
make up each topical unit: a brief orientation to 
the philosophy regarding the unit, necessary 
background material for behavioral change, learn- 
ing and evaluative activities, content outline, and 
resources, including games, pamphlets, films, and 
books. Preceding the contents of the guide are 
data on specific goals of and elements necessary 
for a successful health education program, the 
philosophy and implementation of a school health 
program, and a curriculum overview. 


2524 BRODIE, PATRICK, et al. Health Educa- 
tion for Special Children: Intermediate 
ED-LD. Homer, New York: Cortland 
Madison Board of Cooperative Educational 
Services, 1976. 154 pp. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.83; HC $8.69, plus postage. Order 
No. ED123843. 


A guide for teachers and administrators in special 
education offers information on planning a health 
education program for emotionally disturbed or 
learning disabled children in intermediate grades. 
Units are presented in outline form for such topics 
as: safety and first aid; consumer, environmental, 
and public health; family life; mental health; 
drugs, alcohol, and tobacco; health status and 
disease prevention and control; dental health; 
sensory perception; and nutrition. Five basic parts 
make up each topical unit: a brief orientation to 
the philosophy regarding the unit, necessary 
background material for behavioral change, learn- 
ing and evaluative activities, content outline, and 
resources, including games, pamphlets, films, and 
books. Preceding the contents of the guide are 
data on specific goals of and elements necessary 
for a successful health education program, the 
philosophy and implementation of a school health 
program, and a curriculum overview. 


2525 BRUNDAGE, ELVIRA, et al. Health 
Education for Special Children: Secondary 
ED-LD. Homer, New York: Cortland- 
Madison Board of Cooperative Educational 
Services, 1976. 143 pp. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.83; HC $7.35, plus postage. Order 
No. ED123844. 









2526-2528 TREATMENT AND TRAINING ASPECTS 





A guide for teachers and administrators in special 
education offers information on planning a health 
education program for emotionally disturbed or 
learning disabled children at the secondary level. 
Units are presented in outline form for such topics 
as: first aid and safety; consumer, environmental, 
and public health; family life; mental health; 
drugs, alcohol, and tobacco; health status and 
disease prevention and control; dental health; 
sensory perception; and nutrition. Five basic parts 
make up each topical unit: a brief orientation to 
the philosophy regarding the unit, necessary 
background material for behavioral change, learn- 
ing and evaluative activities, content outline, and 
resources, including games, pamphlets, films, and 
books. Preceding the contents of the guide are 
data on specific goals of and elements necessary 
for a successful health education program, the 
philosophy and implementation of a school health 
program, and a curriculum overview. 


2526 BRODIE, PATRICK, et al. Health Educa- 
tion for Special Children: Intermediate 
EMR. Homer, New York: Cortland- 
Madison Board of Cooperative Educational 
Services, 1976. 123 pp. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.83; HC $6.01, plus postage. Order 
No. ED123846. 


A guide for teachers and administrators in special 
education offers information on planning a health 
education program for EMR children in inter- 
mediate grades. Units are presented in outline 
form for such topics as: first aid and safety; 
consumer, environmental, and _ public health; 
family life; mental health; drugs, alcohol, and 
tobacco; health status and disease prevention and 
control; dental health; sensory perception; and 
nutrition. Five basic parts make up each topical 
unit: a brief orientation to the philosophy 
regarding the unit, necessary background material 
for behavioral change, learning and evaluative 
activities, content outline, and resources, including 
games, pamphlets, films, and books. Preceding the 
contents of the guide are data on specific goals of 
and elements necessary for a successful health 
education program, the philosophy and implemen- 
tation of a school health program, and a 
curriculum overview. 





2527 ALLEN, LINDA, et al. Health Education 
for Special Children: Primary EMR. 
Homer, New York: Cortland-Madison 
Board of Cooperative Educational Services, 
1976. 98 pp. Available from ERIC 
Document Reproduction Service, Box 190, 
Arlington, Virginia 22210. Price MF $0.83; 
HC $4.67, plus postage. Order No. 
ED123845. 


A guide for teachers and administrators in special 
education offers information on planning a health 
education program for primary level EMR 
students. Units are presented in outline form for 
such topics as: first aid and safety; consumer, 
environmental, and public health; family life; 
mental health; drugs, alcohol, and tobacco; health 
status and disease prevention and control; dental 
health; sensory perception; and nutrition. Five 
basic parts make up each topical unit: a brief 
orientation to the philosophy regarding the unit, 
necessary background material for behavioral 
change, learning and evaluative activities, content 
outline, and resources, including games, pamph- 
lets, films, and books. Preceding the contents of 
the guide are data on specific goals of and 
elements necessary for a_ successful health 
education program, the philosophy and implemen- 
tation of a school health program, and a 
curriculum overview. 


2528 BRODIE, PATRICK, et al. Health Educa- 
tion for Special Children: Junior High 
EMR. Homer, New York: Cortland- 
Madison Board of Cooperative Educational 
Services, 1976. 101 pp. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210, Price 
MF $0.83; HC $6.01, plus postage. Order 
No. ED123847. 


A guide for teachers and administrators in special 
education offers information on planning a health 
education program for EMR children in junior 
high school. Units are presented in outline form 
for such topics as: first aid and safety; consumer, 
environmental, and public health; family life; 
mental health; drugs, alcohol, and tobacco; health 
Status and disease prevention and control; dental 
health; sensory perception; and nutrition. Five 
basic parts make up each topical unit: a brief 
orientation to the philosophy regarding the unit, 
necessary background material for behavioral 
change, learning and evaluative activities, content 
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outline, and resources, including games, pam- 
phlets, films, and books. Preceding the contents of 
the guide are data on specific goals of and 


elements necessary for a _ successful health 
education program, the philosophy and implemen- 
tation of a school health program, and a 
curriculum overview. 


2529 BRUNDAGE, ELVIRA, et al. Health 
Education for Special Children: Senior 
High EMR. Homer, New York: Cortland- 
Madison Board of Cooperative Educational 
Services, 1976. 126 pp. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.83; HC $7.35, plus postage. Order 
No. ED123848. 


A guide for teachers and administrators in special 
education offers information on planning a health 
education program for EMR children in senior 
high school. Units are presented in outline form 
for such topics as: first aid and safety; consumer, 
environmental, and public health; family life; 
mentai health; drugs, alcohol, and tobacco; health 
status and disease prevention and control; dental 
health; sensory perception; and nutrition. Five 
basic parts make up each topical unit: a brief 
orientation to the philosophy regarding the unit, 
necessary background material for behavioral 
change, learning and evaluative activities, content 
outline, and resources, including games, pam- 
phlets, films, and books. Preceding the contents of 
the guide are data on specific goals of and 
elements necessary for a _ successful health 
education program, the philosophy and implemen- 
tation of a school health program, and a 
curriculum overview. 


2530 ALLEN, LINDA, et al. Health Education 
for Special Children: Primary TMR. 
Homer, New York: Cortland-Madison 
Board of Cooperative Education Services, 
1976. 67 pp. Available from ERIC 
Document Reproduction Service, Box 190, 
Arlington, Virginia 22210. Price MF $0.83; 
HC $3.50, plus postage. Order No. 
ED123849. 


A guide for teachers and administrators in special 
education offers information on planning a health 
education program for TMR children at the 
primary level. Units are presented in outline form 


for such topics as: first aid and safety; consumer, 
environmental, and public health; family life; 
mental health; drugs, alcohol, and to acc: Ith 
status and disease prevention and control; dental 
health; sensory perception; and nutrition. Five 
basic parts make up each topical unit: a brief 
orientation to the philosophy regarding the unit, 
necessary background material for behavioral 
change, learning and evaluative activities, content 
outline, and resources, including games, pamph- 
lets, films, and books. Preceding the contents of 
the guide are data on specific goals of and 
elements necessary for a _ successful health 
education program, the philosophy and implemen- 
tation of a school health program, and a 
curriculum overview. 


2531 BRODIE, PATRICK, et al. Health Educa- 
tion for Special Children: Intermediate 
TMR. Homer, New York: Cortland- 
Madison Board of Cooperative Educational 
Services, 1976. 91 pp. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.83; HC $4.67, plus postage. Order 
No. ED123850. 


A guide for teachers and administrators in special 
education offers information on planning a health 
education program for TMR children in inter- 
mediate grades. Units are presented in outline 
form for such topics as: first aid and safety; 
consumer, environmental, and public health; 
family life; mental health; drugs, alcohol, and 
tobacco; health status and disease prevention and 
control; dental health; sensory perception; and 
nutrition. Five basic parts make up each topical 
unit: a brief orientation to the philosophy 
regarding the unit, necessary background material 
for behavioral change, learning and evaluative 
activities, content outline, and resources, including 
games, pamphlets, films, and books. Preceding the 
contents of the guide are data on specific goals of 
and elements necessary for a successful health 
education program, the philosophy and implemen- 
tation of a school health program, and a 
curriculum overview. 


2532 BRUNDAGE, ELVIRA, et al. Health 
Education for Special Children: Secondary 
TMR. Homer, New York: Cortland 
Madison Board of Cooperative Educational 
Services, 1976. 84 pp. Available from 
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ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.83; HC $4.67, plus postage. Order 
No. ED123851. 


A guide for teachers and administrators in special 
education offers information on planning a health 
education program for IMR children at a 
secondary level. Units are presented in outline 
form for such topics as: first aid and safety; 
consumer, environmental, and public health; 
family life; mental health; drugs, alcohol, and 
tobacco; health status and disease prevention and 
control; dental health; sensory perception; and 
nutrition. Five basic parts make up each topical 
unit: a brief orientation to the philosophy 
regarding the unit, necessary background material 
for behavioral change, learning and evaluative 
activities, content outline, and resources, including 
games, pamphlets, films, and books. Preceding the 
contents of the guide are data on specific goals of 
and elements necessary for a successful health 
education program, the philosophy and implemen- 
tation of a school health program, and a 
curriculum overview. 


2533 Jefferson County Public Schools Special 
Education Resource center. Lakewood, 
Colorado: Jefferson County School Dis- 
trict R-1, 1976. 13 pp. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.83; HC $1.67, plus postage. Order 
No. ED125168. 


The services provided by the Special Education 
Resource Center in Jefferson, Colorado, Public 
Schools are described. Reviews are included of 
such service components as training programs for 
personnel other than special educators, materials 
and equipment information, information services, 
and educational programming. 


2534 THORUM, ARDEN R., et al. /nstructional 

Materials for the Handicapped: Birth 
through Early Childhood, Salt Lake City, 
Utah: Olympus Research Corporation, 
1976. 195 pp. Available from ERIC 
Document Reproduction Service, Box 190, 
Arlington, Virginia 22210. Price MF $0.83, 
plus postage. Order No. ED125167. 


Information compiled through correspondence 
with projects, agencies, manufacturers, state 
departments of education, parents, professionals, 
the Council for Exceptional Children Information 
Services Unit, and the National Center on 
Educational Media and Materials for the Handi- 
capped, on approximately 600 manufacturers of 
toys and games, 275 instructional kits, and 80 
activity guides designed for use with the young 
handicapped child is presented. Toy and game 
considerations such as the relationship between 
the product and the child’s developmental level, 
construction, maintenance, and safety are dis- 
cussed, and materials used by the manufacturers 
are described. A chart which includes cost, age, 
subject areas, format and component descriptions, 
and developmental skills areas for the instructional 
kits is provided, as well as a checklist for selecting 
such kits. Selection criteria for activity guides are 
recommended, and an annotated listing of the 
activity and curriculum guides are included, with 
construction plans, illustrations, and suggestions of 
common household materials. 


2535 STOCK, J. R., et al. Evaluation of 
Handicapped Children’s Early Education 
Program (HCEEP). Final Report. (Appen- 
dices). Columbus, Ohio: Battelle Memorial 
Institute Center for Improved Education, 
1976. 196 pp. Available from ERIC 
Document Reproduction Service, Box 190, 
Arlington, Virginia 22210. Price MF $0.83; 
HC $10.03, plus postage. Order No. 
ED125166. 


Ten appendixes to the evaluation of 32 projects in 
the Handicapped Children’s Early Education 
Program (HCEEP) are presented. Data contained 
in the source include sample score sheets for the 
Children’s Early Education Developmental Inven- 
tory, the child-based instrument used in HCEEP; a 
bibliography of 29 test sources; parental permis- 
sion forms; an instruction package for psycholo- 
gists to use in determining handicapping condi- 
tions and educational needs; and samples of 6 
project-based measurement instruments, including 
a parent survey form and a student followup 
assessment. 


2536 STOCK, J. R., et al. Evaluation of 
Handicapped Children’s Early Education 
Program (HCEEP). Final Report. Colum- 
bus. Ohio: Battelle Memorial Institute 
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Center for Improved Education, 1976. 405 
pp. Available from ERIC Document 
Reproduction Service, Box 190, Arlington, 
Virginia 22210. Price MF $0.83; HC 


$22.09, plus 
ED125165. 


postage. Order No. 


Thirty-two model projects involving 160 birth-8- 
year-old children in the federally funded Handi- 
capped Children’s Early Education Program 
(HCEEP) are evaluated. Described are methods of 
training data collectors, sample procedures, and 
the steps involved in developing 6 data collection 
instruments, including an instrument to determine 
the child’s handicapping condition, 4 measures of 
project effectiveness, and a child-based measure of 
achievement. Coding and processing are discussed 
in a review of data treatment. Methods for 
analyzing the impact of HCEEP on different types 
of children, projects, and parents are provided, as 
well as the specifications of a system to monitor 
HCEEP effectiveness continually. Evaluation re- 
sults are reported for program impact on 
replication and dissemination strategies, followup 
of graduates, cost analysis, parent survey, verifica- 
tion of handicapping condition and service needs 
assessment, and impact on child growth. 


2537 FORSYTH, J AMES E., et al. Guidance and 
counseling practices with the mentally 
retarded in lowa. Resources in Education 
(ERIC), 11(11):26, 1976. 19 pp. Available 
from ERIC Document Reproduction 
Service, Box 190, Arlington, Virginia 
22210. Price MF $0.83; HC $1.67, plus 
postage. Order No. ED124819. 


A survey was conducted to determine problems 
which deter counselors from providing direct 
services to students enrolled in special classes for 
the MR. It was found that counselors are assigned 
many students and largely assume only parts of a 
total guidance and counseling role which may 
include group counseling, individual counseling, 
followup, testing and interpretation, providing 
occupational information, coordination of com- 
munity services, parent involvement, and coordina- 
tion of staff inservice and consultation; counselors 
have not been oriented to serving handicapped 
populations and need assistance in identifying how 
they can assist, how to do what has to be done, 
and what materials are applicable; special edu- 
cators on the local and area education agency level 
have given the impression to counselors that they 


assume all or part of the responsibilities counselors 
normally assume; &nd special classes are not held 
in the same buildings where counselors are located, 
so that counselors do not have ready access to 
students in the special classes. 


2538 SCHOFIELD, LEON Jj., JR.; & WONG, 
SANDRALAWAE. Operant approaches to 
group therapy in a school for handicapped 
children. Developmental Medicine and 
Child Neurology , 17(4):425-433, 1975. 


An attempt was made to improve the task-atten- 
tion and socialization of 4 boys (CA 4 yrs 10 mos 
to 5 yrs 7 mos) with cerebral palsy and/or MR ina 
small private school through the application of 
operant approaches to group treatment. The 
children received a total of 23 twice-weekly 
30-minute treatment sessions. Leadership of the 
group sessions changed several times during the 
treatment period. The sessions were effective in 
increasing attention to the group leaders and to 
the tasks. There was also some indication of 
increased socialization among group members. 
Teacher ratings of classroom behavior and raters’ 
observations indicated that the improved behaviors 
carried over into the classroom. Even though the 
children were quite young, primary reinforcement 
was not necessary. Changes in group leadership did 
not result in serious difficulties in the progress of 
the group. Moreover, substituting another child for 
an absent group member presented no difficulty. 
The “guest” member learned the procedures 
quickly and often was assisted by regular group 
members. (9 refs.) 


Department of Psychology 
Hobart and William Smith Colleges 
Geneva, New York 14456 


2539 HUGHSON, E. ANNE; & BROWN, ROY I. 
A bus training program for mentally 
retarded adults. British Journal of Mental 
Subnormality , 21(41):79-83, 1975. 


Moderate to severely MR adults were highly 
successful in learning how to use a bus transit 
system, independently of supervision, to and from 
home and pre-vocational classes. Fifteen trainees 
took part in the training program, and the average 
number of trials (bus trips) requiring an instructor 
was 18, with a range of 3 to 51, although half of 
the subjects carried out the training in 8 trials or 












2540-2542 TREATMENT AND TRAINING ASPECTS 





less. Correlations between the number of trials and 
IQ were insignificant, indicating that intelligence 
was not a valid predictor of degree of success, 
despite the wide intelligence range in the group. 
The learning process was broken down into small 
units and phases of learning various physical and 
social skills, which were demonstrated to the 
trainee by the instructor after observing the 
former’s behavior. A majority of trainees experi- 
enced varied problems, such as becoming anxious 
or confused in crowded situations, inability to use 
crosswalk signs or recognize bus numbers, 
experiencing difficulty in finding a seat, and 
behaving inappropriately while on the _ bus. 
However, once the skill was learned, no trainee 
required retraining, This is consistent with other 
findings indicating that the MR do not have major 
problems if a task is well learned in the first 
instance. (3 refs.) 


Vocational and Rehabilitation 
Research Institute and University 
of Calgary 

Alberta, Canada 


2540 HEGARTY, JOHN R. Teaching machines 
for the severely retarded: a review. British 
Journal of Mental Subnormdlity, 
21(41):103-114, 1975. 


The use of teaching machines with the severely 
MR since the advocacy of the principles of operant 
conditioning by B. F. Skinner in 1954 is critically 
reviewed. An initial overview of relevant studies is 
followed by a discussion of results and conclusions 
about the future potential of free-operant devices 
with MRs. In the discussion of results from various 
research projects testing both normal and ab 
normal responses, it is clear that matching to 
sample machines, while adequately supplying 
frequent reinforcement, failed to provide subtle 
reinforcement, as evidenced by persistent patterns 
of incorrect responses in tests with normal 
children. Other error patterns prevalent in the 
responses of MR _ subjects to multiple-choice 
teaching machines are also attributable to machine 
failure to provide adequately subtle reinforcement 
for the teaching of discriminations, a function 
which only the teacher can perform, contrary to 
Skinner’s contention. MR _ children have been 
found to respond well to relatively simple teaching 
machines. Also, teaching machines are valuable 
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tools in studying visual discrimination _ per- 
formance and in testing children’s perceptual 
abilities. (64 refs.) 


Department of Psychology 
University of Keele 
Staffordshire, England 


2541 STEVENS, MILDRED. 7he Educational 
and Social Needs of Children with Severe 
Handicap. Second edition. Baltimore, 
Maryland: Williams & Wilkins, 1976, 302 
pp. £5.50. 


A practicable approach to teaching mentally 
handicapped children based upon the combination 
of creative teaching with an evaluated program for 
each individual child is presented. The contents are 
derived primarily from personal experience with 
these children. The very young handicapped child, 
the adolescent, and special teacher training are 
treated in detail. (120 refs.) 

CONTENTS: Introduction; To Be Known as 
Persons; Esseritials for Educational Development; 
Pre-school Education; Choosing Their Own Activi- 
ties; Structure in Learning; Visits into the 
Community; Play Understood by the Adults; A 
Special Kind of Teacher; An Interesting Dynamic 
Programme and Curriculum; Planned Systematic 
Individual Teaching; Education after 16 Plus; 
Specially Trained Teachers. 


2542 STEVENS, MILDRED. Introduction. In: 
Stevens, M. The Educational and Social 
Needs of Children with Severe Handicap. 


Second edition. Baltimore, Maryland: 
Williams & Wilkins, 1976, Chapter 1, pp. 
1-16. 


The methods utilized by teachers in schools for 
the severely subnormal should have 2-way 
communication as-a fundamental aim and should 
combine an optimal informal approach to 
education with a planned, systematic, structured 
approach to the individual child. Purposeful 
communication in its many forms should be 
paramount, and the child should be helped 
towards understanding in as varied and interesting 
a way as possible. The informal aspect of teaching 
should take into the fullest account the creative, 
social, and emotional development of the children. 
The more formal approach should be designed so 
that each child is assessed diagnostically (initially 
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by a specialist team), taught, and then tested with 
precise measures of development by the teachers 
at approximately 6-month intervals using observa- 
tional and other techniques. Creativity on the part 
of the teachers is a necessity. 


Matlock College of Education 
Derbyshire, England 


2543 STEVENS, MILDRED. To be known as 
persons. In: Stevens, M. The Educational 
and Social Needs of Children with Severe 
Handicap. Second edition. Baltimore, 
Maryland: Williams & Wilkins, 1976, 
Chapter 2, pp. 17-27. 


Children considered previously to be unsuitable 
for education in school can and must be viewed as 
distinct personalities, each with individual needs. 
These children cannot be placed into categories 
and expected to behave in a certain way because 
they are mongols, microcephalics, or epileptics. 
Teachers of this group of children should rid 
themselves of the idea of stereotypes and become 
concerned with methods of education likely to 
foster growth in the best possible manner. The fact 
that educators of the severely subnormal are not 
leading them through to adulthood with any 
certainty that they will ever play a completely 
independent adult role in the community does not 
mean that education for these children needs to 
lack purpose. Rather, it tends to highlight the fact 
that the teacher’s task is to see each individual’s 
growth as a part of a continuum of stages and 
substages. While it is known that the intellectual 
development of the severely subnormal is limited, 
as is their capacity for leading a fully independent 
adult existence, the full extent of their intellectual 
or social potential over a lifetime if continued 
education becomes their right is not known. 


Matlock College of Education 
Derbyshire, England 


2544 STEVENS, MILDRED. Essentials for edu- 
cational development. In: Stevens, M. The 
Educational and Social Needs of Children 
with Severe Handicap. Second edition. 
Baltimore, Maryland: Williams & Wilkins, 
1976, Chapter 3, pp. 28-42. 


Before teaching is begun, the general needs of the 
particular group of children as well as the specific 
needs of each individual must be discovered. 
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Because the teaching of handicapped children is 
more difficult, their teacher often must do her 
own on-the-spot research into the needs of the 
individuals in her care rather than wait for the 
results of scientific enquiry. One of the needs of 
the severely subnormal child is to be seen as a 
child. Such children must have the same 
opportunities as normal children to show what 
they can do, how they can learn, and how far they 
can get. So much time may be spent in 
administering standardized tests and presenting 
watered-down traditional curricula that these 
children may not be provided with exciting and 
appropriate activities and experiences with lively 
and understanding teachers. The opportunity for 
spontaneous movement, important for all children 
and for severely subnormal children in particular, 
is the need least recognized and encouraged by 
teachers of these children. 


Matlock College of Education 
Derbyshire, England 


2545 STEVENS, MILDRED. Pre-school educa- 
tion. In: Stevens, M. The Educational and 
Social Needs of Children with Severe 
Handicap. Second edition. Baltimore, 
Maryland: Williams & Wilkins, 1976, 
Chapter 4, pp. 43-74. 


Very young mentally handicapped children require 
opportunities through play and simple games 
(often devised spontaneously by the adults 
concerned) to experience a wide variety of 
planned activities with appealing objects and 
materials. An interesting developmental scale 
devised by the American researchers Uzgiriz and 
Hunt is based upon Piagetian theory and gives the 
skilled, imaginative, and observant teacher ample 
structured material on which to base her teaching. 
Adults working with these very young children, 
whether at home, at school, or in a play group, 
need to enjoy the rhythmic/speed aspect of music 
thoroughly, and they also need to understand the 
enjoyment of noise. Recommendations made more 
than a decade ago concerning community care for 
these children remain equally valid today, for they 
certainly are not implemented on any wide scale. 
They include daily training for children over 2 
years of age with free transport provided, staff to 
study nursery techniques, careful psychological 
assessment, care in rehousing not to remove a 
family with a handicapped member far away from 
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relatives, a special clinic staffed by a multidiscipli- 
nary team, and emphasis on parental counseling in 
the clinic. 


Matlock College of Education 
Derbyshire, England 


2546 STEVENS, MILDRED. Choosing their 
own activities. In: Stevens, M. The 
Educational and Social Needs of Children 
with Severe Handicap. Second edition. 
Baltimore, Maryland: Williams & Wilkins, 
1976, Chapter 5, pp. 75-83. 


Activities which we choose to do unaided and in 
which we are successful often are those learned 
sufficiently to warrant no further help and 
direction. They are often at our level of ability, 
and they are certainly those which we enjoy and 
are interested in because of the pleasure they 
afford us. When children embark upon activities of 
their own choosing and are successful, they 
develop confidence and are eager to progress. If 
one applies this idea to severely subnormal 
children, one can appreciate their need to have 
some freedom of choice in their activities. Indeed, 
when severely subnormal children are encouraged 
to select their own activities, to work on them, 
and to become self-activated, we are helping them 
to concentrate. Skilled and imaginative teachers 
will learn how to develop the interests which the 
children display in free choice sessions. Sometimes 
this will be in a one-to-one planned situation, and 
sometimes in a group setting, Praise and approval 
and immediate response to facial expressions, 
gestures, language, activities, and interests will help 
the child to learn and may motivate him to begin. 


Matlock College of Education 
Derbyshire, England 


2547 STEVENS, MILDRED. Structure of learn- 
ing. In: Stevens, M. The Educational and 
Social Needs of Children with Severe 
Handicap. Second edition. Baltimore, 
Maryland: Williams & Wilkins, 1976, 
Chapter 6, pp. 84-111. 


A specially arranged environment structured for 
learning is crucial for severely subnormal children. 
Careful examination of the order of the activities 
that are systematically introduced to the child will 
ensure that he is given opportunities to work 
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methodically through all the activities with the 
teacher as well as to experience and reconstruct 
them both in play and in planned school 
experience. Deliberate periods of listening are 
important for the acquisition of language. The 
manner in which the teacher arranges the areas of 
activity in order that the children can make sense 
from what is presented is another significant 
aspect of structure. Home play areas need to 
continue to represent for the children the various 
major activities of the home. Water play, frowned 
upon frequently for adolescents, should neverthe- 
less be available so that the children can learn 
useful skills and gain ideas about liquid other than 
in a purely sensory way. A dressing up area may 
stimulate many activities. The classroom shop can 
be instrumental in giving the children a broad 
range of learning experiences. In general, the 
environment should develop as the children’s 
interests emerge and are understood. 


Matlock College of Education 
Derbyshire, England 


2548 STEVENS, MILDRED. Visits into the 
community. In: Stevens, M. The Educa- 
tional and Social Needs of Children with 
Severe Handicap. Second edition. Balti- 
more, Maryland: Williams & Wilkins, 1976, 
Chapter 7, pp. 112-116. 


The environment beyond the schoolroom is filled 
with exciting sensory and real first-hand experi- 
ences for severely subnormal children. The natural 
elements themselves are a valuable experience, and 
the children should not be overprotected from 
them. Any experience will be wasted if the teacher 
fails to use every situation to employ relevant 
language and to elicit language from them. The 
teacher needs to plan her program in order to take 
the children out individually, in small groups, or as 
a Class at least once a week and preferably much 
more frequently. Where she is fortunate enough to 
have voluntary helpers, she needs to ensure that 
they are alerted to the value of talking to the 
children spontaneously and of helping them to 
learn particular words or to have a specially 
planned experience. The teacher must keep in 
mind that what the child gains from an experience 
is not necessarily what she has intended. On 
returning to school, the children should participate 
in some sort of follow-up activity; they may wish 
to participate in storytelling about their ex- 
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periences, help the teacher to compile environ- 
mental discovery charts or models, or construct 
collages. 


Matlock College of Education 
Derbyshire, England 


2549 STEVENS, MILDRED. A special kind of 
teacher. In: Stevens, M. The Educational 
and Social Needs of Children with Severe 
Handicap. Second edition. Baltimore, 
Maryland: Williams & Wilkins, 1976, 
Chapter 9, pp. 146-153. 


The teacher of severely subnormal children should 


have a good measure of personal skill and 
achievement in all aspects of creative and 
prescriptive education. Intellectual curiosity, 


pleasure in simple experiences, neat personal 
appearance, imagination, skill in keeping records, 
ability for constructive discussion with specialists, 
ability to have constructive discourse with parents, 
and ability to dare to play a positive part with 
those in /oco parentis in hostels and hospitals are 
important. The teacher must be able to build up 
confidence in each child, to break down 
experiences and teaching materials into small, 
graded steps, to recognize readiness signals for the 
next stage of learning, and to help the child to 
learn what she wants him to learn. She must have a 
gift for seeing what she can make of the child’s 
behavior in terms of a positive response. 
Involvement is essential, as are affection, ac- 
ceptance, and a balanced approach. 


Matlock College of Education 
Derbyshire, England 


2550 STEVENS, MILDRED. An_ interesting 
dynamic programme and curriculum. In: 
Stevens, M. The Educational and Social 
Needs of Children with Severe Handicap. 


Second edition. Baltimore, Maryland: 
Williams & Wilkins, 1976, Chapter 10, pp. 
154-169, 


A successful school program for severely sub- 
normal children depends upon detailed prepara- 
tions beforehand and adequate follow-up. The 
children must be seen as individuals and as a 
group. The classroom environment must be 
considered in terms of the teacher’s attitudes, 
provision of materials and suitable activities, 


847 


requisitioning of materials and apparatus, attrac- 
tiveness of the classroom, and the interest of the 
children in the teacher and in the classroom. For 
the youngest children and those of lowest ability, 
diversity of experience is vital. Free play sessions 
might be combined with individual work, simple 
creative work, exercise, music and storytelling, and 
jobs in the classroom. The teacher should try to 
paint, do a puzzle, or build with blocks or bricks 
in front of the children each day to stimulate their 
curiosity. In the middle years, free choice sessions 
should be incorporated into the program, and 
more skilled tasks and activities can be enjoyed. 
The highest ability groups might perform many of 
the same tasks and activities, but their teacher will 
have higher expectations regarding the way her 
pupils set to work, their concentration and 
perseverance, understanding, and overall behavior. 


Matlock College of Education 
Derbyshire, England 


2551 STEVENS, MILDRED. Planned systematic 
individual teaching. In: Stevens, M. The 
Educational and Social Needs of Children 
with Severe Handicap. Second edition. 
Baltimore, Maryland: Williams & Wilkins, 


1976, Chapter 11, pp. 170-188. 


Severely subnormal children require planned 
systematic teaching as part of their weekly 
program. According to this method, the teacher 
jots down beforehand what she intends to teach 
and her reasons for doing so. Thus, she will have to 
think out the work she wants to accomplish with 
each child and prepare her teaching materials 
suitably. Her plan will depend upon the age and 
state of development of the child, his needs as 
revealed by her recorded observations, his need for 
a broad range of new experiences, the psychologi- 
cal profile regarding his strengths and weaknesses, 
an analysis of her findings on one of a growing 
number of checklist type of development scales, 
the profile of achievement and errors in a specific 
area, the findings from her own test material, 
discussion at case conferences, and talks with 
parents. Each child will have 1, 2, or 3 sessions a 
week, depending upon the size of the group, ona 
strict rotation basis. Part of each succeeding 
session should be based upon the one preceding it. 


Matlock College of Education 
Derbyshire, England 
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2552 STEVENS, MILDRED. Education after 16 
plus. In: Stevens, M. The Educational and 
Social Needs of Children with Severe 
Handicap. Second edition. Baltimore, 
Maryland: Williams & Wilkins, 1976, 
Chapter 12, pp. 189-242. 


While some authorities are allowing recommended 
individual handicapped pupils over the age of 16 
to continue schooling until 19 years, most, 
probably because of lack of space in the schools, 
are continuing the tradition of the past and 
transferring these individuals to adult centers at 
age 16. For the profoundly handicapped individual 
who cannot fit easily into a work context, even in 
an adult training center, there is often no 
appropriate day center provision at all. These 
young people often are forced to remain at home 
after age 16, sometimes to the detriment of their 
happiness and that of their families and the 
frustration of teachers who have often spent their 
energies providing some quality of life at least. 
Although most adult training centers offer some 
form of social education program as well as 
contract work for their personnel, neither the 
length nor the kind of training presently received 
by most of the staff affords sufficient oppor- 
tunities to study social education in any depth. 
Opportunities must be provided for the mentally 
handicapped adolescent to continue his education 
right into his twenties, if not into adulthood. 
Experiences containing an element of adventure 
must be provided, and handicapped adolescents 
must continue to be stimulated to action and 
sel f-ex pression. 


Matlock College of Education 
Derbyshire, England 


2553 STEVENS, MILDRED. Specially trained 
teachers. In: Stevens, M. The Educational 
and Social Needs of Children with Severe 
Handicap. Second edition. Baltimore, 
Maryland: Williams & Wilkins, 1976, 
Chapter 13, pp. 243-261. 


To the great detriment of special education, the 
positive aspects of the long pioneering in special 
training for teachers of the mentally handicapped 
in England appears already to have been ignored 
and forgotten in favor of new discussions of what 
is needed in training teachers. From 1960 to 1970, 
educators principally responsible for training 
special teachers had the freedom to innovate and 


develop. Unfortunately, the courses that evolved 
were forced to fit into rather formal, rigid 
educational climates after 1971. Fifteen years of 
thought regarding the special education of these 
teachers was almost completely destroyed over- 
night by those more concerned perhaps with 
current regulations, the politics, the economics, 
and the whole future of teacher unemployment 
than with mentally handicapped children. Com- 
promises will have to be made if mistakes are to be 
rectified and if the children are to get the special 
kind of teachers they need. 


Matlock College of Education 
Derbyshire, England 


2554 ANDERSON, ELIZABETH M. The dis- 
abled child at school: special needs and 
special provision. In: Bergsma, D.; & 
Pulver, A. E., eds. Developmental Disabili- 
ties: Psychologic and Social Implications. 
(National Foundation-March of Dimes 
Birth Defects Original Article Series, 
Volume 12, Number 4.) New York, New 
York: Allan R. Liss, 1976, pp. 47-62. 


Special problems arising for the disabled school- 
child in the closely related areas of physical 
functioning, intellectual functioning, and emo- 


tional and social development require special 


educational provisions ranging from placement of 
a child in an ordinary class with no modifications 
to placement in highly specialized residential 
institutions. Among other problems, the emo- 
tional, behavioral, and social problems which often 
occur in disabled schoolchildren have to be taken 
into account when decisions about school 
placement are made; they may also arise, of 
course, aS a response to a particular type of 
placement. Distractable behavior, whatever its 
cause, characterizes many disabled children with 
brain disorders and undoubtedly adds to the 
child’s problems both in the preschool period and 
at school. Fearfulness and anxiety in these 
children take several forms. Many _ disabled 
children are much less independent socially than 
their peers, and this circumstance will inevitably 
affect peer relationships. Clearly, a large propor- 
tion of children with developmental disabilities 
will require special education of one form or 
another. The ultimate goal is to improve the 
quality of learning and social experiences. (36 
refs.) 


Thomas Coram Research Unit 
London WCIN 1A2, England 
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2555 URSIN, KATHLEEN G. Influence of 
litigation on the lives of the develop- 
mentally disabled: a preliminary report. 
In: Bergsma, D.; & Pulver, A. E., eds. 
Developmental. Disabilities: Psychologic 
and Social Implications, (National F ounda- 
tion-March of Dimes Birth Defects Original 
Article Series, Volume 12, Number 4.) 
New York, New York: Alan R. Liss, pp. 
137-148. 


The Wyatt v. Stickney suit in Alabama dealing 
with right to treatment issues and the PARC v. 
Commonwealth of Pennsylvania and Mills v. Board 
of Education suit in the District of Columbia 
dealing with right to education questions have 
great implications for the developmentally dis- 
abled. In the Wyatt case, the court found 
intervention proper and necessary in protecting 
committed patients, but, following this decision, 
some courts are still questioning the threshold 
issue of whether or not the right to treatment is a 
justiciable one, in other words, proper subject 
matter for the courts. Although recent federal and 
state cases have made it clear that difficulties of 
enforcement will not prevent the issuance of 
injunctions to protect constitutional rights, the 
effectiveness and scope of court-ordered remedies 
must be analyzed. While both the PARC and Mills 
decisions have demonstrated the limitations in a 
court’s power and have presented problems, they 
have caused the emergence of new state legislation, 
frequently enacted in response to litigation but 
often enacted because of a growing awareness of 
problems in this area. Such legislation has resulted 
in greater educational opportunities. (22 refs.) 


The National Center for Law 
and the Handicapped, Inc. 
South Bend, Indiana 46617 


2556 STEVENS, MILDRED. Implications of 
language research for teacher training. In: 
Berry, Paul, ed. Language and Communica- 
tion in the Mentally Handicapped. 
London: Edward Arnold Publishers, 1976, 
pp. 184-209. 


The implications of language research for teacher 
training are considered, with emphasis on present 
trends in teacher training; new attitudes to 
communicating research; the implications of the 
automatic spontaneous nature of adult language; 
growing interest in language through a structured 
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language sensitivity program which includes 
listening experiences, field work and a special 
assessment; planning systematic work for the 
individual child and measured assessment; parent- 
teacher interaction; and research and teacher 
training. Close cooperation between researchers 
and teachers is considered essential, particularly in 
the field of special education. (41 refs.) 


2557 CONN, PHILIP; & RICHARDSON, 
MARGARET. Approaches to the analysis 
of teacher language in the ESN(S) 
classroom. In: Berry, Paul, ed. Language 
and Communication in the Mentally 
Handicapped. ‘London: Edward Arnold 
Publishers, 1976, Chapter 8, pp. 129-141. 


The assumption underlying a study of teacher 
language use in the ESN(S) classroom is that this 
verbal output is of some relevance in stimulating 
the verbal development of the children in whose 
presence it takes place. Although it is difficult to 
assess the relationship between teacher output and 
child response, it is possible to look at one side of 
the coin - what the teacher as a communicating 
person communicates - and to consider this 
information from the perspective of what we think 
may be important in such an environment. The 
work reported consists of a range of observations 
drawn from the analysis of 2 video-taped 
mid-morning sessions in one nursery classroom. 
Several levels of analysis were adopted, rang- 
ing from counts of amount of verbalization, 
through comparisons of verbalizations accompany- 
ing activities with various children, to considering 
structural relations among component parts of 
these activities. Results are discussed in terms of 
quantitative features and content analysis of 
teacher language. (3 refs.) 


2558 CONN, PHILIP. Aspects of remedial 
language teaching: three examples. In: 
Berry, Paul, ed., Language and Communi- 
cation in the Mentally Handicapped. 
London: Edward Arnold Publishers, 1976, 
Chapter 6, pp. 95-113. 


Three examples of language facilitation work were 
conducted in different contexts and varied with 
respect to children, aims, and scope of the work. A 
‘course’ in syntactic structures and vocabulary was 
the most pragmatically based. The second scheme 
was concerned with training a number of children 
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in the understanding and use of a small range of 
structures in a predetermined communication 
context. The third example was planned with 
reference to one child and dealt with a preverbal 
requisite for auditory based communication, 
namely, the association of sound with something 
other than itself. Results of the 3 examples are 
analyzed in detail to highlight particular problems 
and possibilities encountered in each situation. (12 
refs.) 


2559 SHERRILL, CLAUDINE. Mainstreaming 
in physical education: a positive approach. 
Paper presented at the Annual Meeting of 
the American Alliance for Health, Physical 
Education, and Recreation, Atlantic City, 
New Jersey, March 1975, 13 pp. Available 
from ERIC Document Reproduction 
Service, Box 190, Arlington, Virginia 
22210. Price MF $0.76; HC $1.58, plus 
postage. Order No. ED107615. 


Mainstreaming in physical education classes is 
recommended on the basis of the theory that early 
integration of handicapped and normal children 
will result in comparable motor skills for both 
groups. It has not been established that children in 
special class achieve better than comparable 
children in regular classes, and ability segregated 
classes may have negative effects on_ the 
self-concepts of exceptional children and on the 
attitudes of normal children toward special 
education students. A similarity of play interests 
has been identified between learning-disabled and 
normal children, and the observed 1- to 3-year lag 
in the motor performance of mildly MR children 
may be attribuicd to a lack of good physical 
education instruction for the handicapped. In the 
interests of humanizing all education, it Is 
recommended that the ability levels within the 
classroom be broadened to include the handi- 


capped. 


2560 CLOW, JOHN; & WOOLSCHLAGER, 
RUTH B. Learning disabilities. Resources 
in Education (ERIC), 11(5):15, 1976. 29 
pp. Available from ERIC Document 
Reproduction Service, Box 190, Arlington, 
Virginia 22210. Price MF $0.76; HC $1.95, 
plus postage. Order No. ED115789. 


A monograph composed of 5 articles concerned 
with various aspects of learning disabilities as they 
relate to business education is discussed. The 


nature of learning and emotional disorders and the 
origins and development of learning disabilities are 
considered in Paul Painter’s paper “Understanding 
and Teaching the Discouraged Student with 
Learning and Emotional Problems.” Carolyn 
Brenner offers suggestions for stimulating com- 
putational skills in students that are below-average 
in this area in “‘Math? Yech!”. In “The Atypical 
Student in Basic Business Courses’, by Robert E. 
Schick, the factors which affect students’ learning 
and the need for teachers to consider this need 
when conducting a beneficial course for learning 
disabled individuals are discussed. Barbe and 
Swassing study the differences between learning 
and reading disabilities, and encourage teachers to 
stimulate feelings of success and self-worth in their 
students in ‘‘Learning and Reading Disabilities.” 
Dorothy Munger is concerned with screening 
learning disabled students into, rather than out of, 
business classes in “Learning Disabilities: A 
Challenge for the Vocational Business Educator.”’ 
An annotated bibliography is also included. 


2561 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Family concerns and other 
considerations: kinds of programs. In: 
Donlon, E. T.; & Burton, L. F. The 
Severely and Profoundly Handicapped: A 
Practical Approach to Teaching. New 
York, New York: Grune & Stratton, 1976, 
Chapter 3, pp. 221-224. 


Educational programs for the severely and 
profoundly handicapped child may be based upon 
the length of time spent in the program each day. 
There are strengths and weaknesses in residential 
and day school programs. Generally, the options 
are minimal. Frequently there may be programs 
within a community without labels for specific 
handicaps that will produce good results for the 
severely and profoundly handicapped youngster. 
Residential school programs have most recently 
been developed and are the most prevalent in the 
United States. Many of them have been connected 
with schools for the blind. Day school programs 
have not been strongly in evidence in past years, 
especially for the low functioning child. Schools 
for children with a single handicap usually have 
not offered to take the multiply handicapped into 
their regular classes. On the other hand, programs 
for the physically handicapped and some for MRs 
have accepted severely and profoundly handi- 
capped children. Recently, there has been a, trend 
to develop programs connected with medical 
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centers, child development programs, and new 
projects sponsored for the specific purpose of 
working with the severely and _ profoundly 
handicapped. Many of these are combinations of 
day and residential programs, and they hold great 
promise for the future. 


Clay County Learning Center 
Ashland, Alabama 


2562 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Identifying and analyzing 
problems: introduction. In: Donlon, E. T.; 
& Burton, L. F. The Severely and 
Profoundly Handicapped: A_ Practical 
Approach to Teaching. New York, New 
York: Grune & Stratton, 1976, Chapter 1, 
pp. 1-14. 


While the severely and profoundly handicapped 
child is easily identified, there are few guidelines 
and almost no description of behavior that is 
typical of the group to assist teachers or parents. 
Realistic goals can be established for this type of 
child only if his assets and liabilities as well as his 
interests, habits, and motivations are known. 
Careful observation is especially important so that 
successes may be repeated and failures avoided. 
Early diagnosis and the development of programs 
have indicated to physicians and clinics that 
referrals can and should be made so that programs 
can be instituted and results accomplished as early 
as possible. These children do not always fit into 
any exact diagnostic category. Sometimes such 
children are placed successfully in existing 
programs designed for children with other 
problems. However, if specific goals are not 
established to help the child to adjust, little is 
accomplished. One of the most important factors 
in evaluating the available services is the person 
who will be working with the child. 


Clay County Learning Center 
Ashland, Alabama 


2563 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Recognizing and implementing 
for specific needs: introduction. In: 
Donion, E. T.; & Burton, LF. The 
Severely and Profoundly Handicapped: A 
Practical Approach to Teaching. New 
York, New York: Grune & Stratton, 1976, 
Chapter 2, pp. 40-49. 
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The problem of teaching the severely and 
profoundly handicapped child is a significant one, 
since almost no program will accept full 
responsibility for children until they reach school 
age. Too much valuable time is lost when it is 
necessary to wait until handicapped children are 6, 
and many learned behaviors will have to be 
unlearned. A professional teacher, early childhood 
specialist, volunteer, or parent can teach these 
children effectively if they want to teach, have 
some basic information, and have an experienced 
person available when necessary for additional 
assistance and leadership. Teacher exceptions are 
important to the progress made by the child. Time 
out, too, is beneficial for the teacher and the child. 
In general, an enthusiastic and enjoyable 
atmosphere and an optimistic attitude about the 
child and what he is and will be doing are vital. 


Clay County Learning Center 
Ashland, Alabama 


2564 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Identifying and analyzing 
problems: educational planning. In: 
Donion, E. T.; & Burton, L. F. The 
Severely and Profoundly Handicapped: A 
Practical Approach to Teaching. New 
York, New York: Grune & Stratton, 1976, 
Chapter 1, pp. 36-39. 


Educational planning for the severely or pro- 
foundly handicapped child, setting goals, and 
deciding what must be done to reach these 
established goals must all be done on the basis of 
prior observation and evaluation. A_ baseline 
should be established in order to plan adequately 
for the child. When the child’s levels of 
functioning are known, goals can be set, and 
progress can begin to be measured. Awareness of 
and recording of target behaviors are particularly 
important. Research has indicated that observers 
can be trained to assess certain behaviors of 
severely and profoundly handicapped children. As 
observations of behavior are categorized, dif- 
ferences in developmental levels will become 
evident. Identification of the times when the child 
is most productive should give considerable 
direction to his program’s development. 


Clay County Learning Center 
Ashland, Alabama 
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2565 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Recognizing and implementing 
for specific needs: tactile stimulation. In: 
Donion, E. T.; & Burton, L. F. The 
Severely and Profoundly Handicapped: A 
Practical Approach to Teaching. New 
York, New York: Grune & Stratton, 1976, 
Chapter 2, pp. 70-77. 


The joy of discovery that comes with tactile 
investigation is within the reach of the severely 
and profoundly handicapped child, and tactile 
investigation should be encouraged. Tactile 
experiences should be multisensory, with real 
objects emphasized over symbolic representations. 
The tactile qualities of objects provide experiences 
with temperature, resistance and pressure, move- 
ment, size and shape, extension, surface, and 
texture. The use of touch can be important in 
developing language. A tactile signal is often 
developed that becomes meaningful communica- 
tion to the child. Continuous exposure to various 
tactile stimuli will give the child some needed 
contact with his environment and help him to 
understand himself better. The effort it requires 
will be worthwhile as experiences gradually 
become more meaningful. 


Clay County Learning Center 
Ashland, Alabama 


2566 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Recognizing and implementing 
for specific needs: olfactory and gustatory 
sense training. In: Donlon, E. T.; & 
Burton, L. F. The Severely and Profoundly 
Handicapped: A Practical Approach to 
Teaching. New York, New York: Grune & 
Stratton, 1976, Chapter 2, pp. 77-84. 


The sense of smell (olfactory) and the sense of 
taste (gustatory) are 2 areas that may be developed 
and used in a compensatory manner to aid the 
severely and profoundly handicapped child in 
getting more information. Many daily experiences 
may be used to develop these senses, but the 
situations should be meaningful if the child is to 
understand what he is tasting or smelling and to 
relate what is happening to an actual daily activity. 
The best way to teach the child to recognize the 
many things around him is to do so as the activity 
occurs. While washing, he can experience soap. He 
should smell, feel, rub, and even taste it before it is 
wet, and he should feel the difference when it is 


put in water. Food may be introduced best in the 
kitchen or grocery store, flowers and grass in the 
yard, and bath powder in the bathroom. The 
bigger the experience, the more it will mean to the 
child. Although it is best to give children the 
opportunity to experience different odors and 
tastes in meaningful situations, games may present 
an effective means of playing with tastes and 
smells and of developing problem-solving skills at 
the same time. 


Clay County Learning Center 
Ashland, Alabama 


2567 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Recognizing and implementing 
for specific needs: visual stimulation and 
training. In: Donlon, E. T.; & Burton, L. F. 
The Severely and Profoundly Handi- 
capped: A Practical Approach to Teaching. 
New York, New York: Grune & Stratton, 
1976, Chapter 2, pp. 84-99. 


Visual developmental training is important for all 
severely and profoundly handicapped children 
who make limited use of all sensory information. 
If there is any vision, it is worth developing. Every 
opportunity must be taken to help the child to see 
and to be rewarded by his success. Increasing the 
task difficulty should be gradual and should follow 
success on simpler tasks. The child’s refusal to 
wear glasses is a common problem that is easily 
overcome. Sometimes children can see certain 
things better without the lenses, however, and a 
delicate balance must be maintained with some 
children to determine as well as possible which 
ones are motivated to see and need flexibility to 
make the best use of vision and which are 
presenting similar behavior patterns to avoid using 
their sight in a productive and positive manner. 
Moving about is an extension of reaching out; 
thus, the child should be encouraged to reach for 
objects. Visual discrimination problems, visual 
concept formation, exploring, and perceiving are 
all connected with development of the use of 
vision and can be valuable aspects of all daily 
experiences. 


Clay County Learning Center 
Ashland, Alabama 
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2568 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Recognizing and implementing 
for specific needs: auditory stimulation 
and training. In: Donlon, E. T.; & Burton, 
L. F. The Severely and Profoundly 
Handicapped: A Practical Approach to 
Teaching. New York, New York: Grune & 
Stratton, 1976, Chapter 2, pp. 99-111. 


Auditory training is beneficial for every severely 
and profoundly handicapped child, even if he will 
not learn to communicate orally. For many 
severely handicapped children, the skill of using 
the sense of hearing must be taught. Awareness is 
one of the first steps in auditory training. Sounds 
that occur daily can be used to stimulate the 
child’s interest in his surroundings and to help him 
to attach greater meaning to normal auditory cues. 
The approach used with the handicapped child is 
almost the same as that used with the normal 
child, but more emphasis and enthusiasm are 
required. Sound games can be an effective way to 
control and emphasize certain sounds. Noise- 
makers, listening to music, feeling the vibrations of 
musical instruments being played, and rhythm 
games all aid the severely and _ profoundly 
handicapped child in becoming more aware of 
sound. Voice awareness should be taught to this 
child, even if only to make him realize that some 
people communicate by talking. 


Clay County Learning Center 
Ashland, Alabama 


2569 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Recognizing and implementing 
for specific needs: movement in space. In: 
Donlon, E. T.; & Burton, L. F. The 
Severely and Profoundly Handicapped: A 
Practical Approach to Teaching. New 
York, New York: Grune & Stratton, 1976, 
Chapter 2, pp. 111-127. 


Development of skills leading toward the indepen- 
dent movement of the severely and profoundly 
handicapped child within his environment should 
be a primary goal in planning a program. If the 
child remains immobile, he may begin to find 
more and more ways to use his energy for 
self-stimulation, with less energy used for inter- 
acting appropriately with his environment. The 
child should begin the process of orientation 
within his environment as an infant and continue 
to add to this knowledge throughout his life. 
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Multiple sensory experiences are needed, with 
those designed to teach him to use environmental 
cues being most important. The child will need 
many experiences if he is to develop an ability to 
move about with confidence. For the very young 
or inactive child, stimulating the reflexes 
encourages movement. The child may have to be 
taught to reach out, which is a prerequisite for 
moving out. No child should be on his back all day 
long. Awareness of the child’s needs is necessary 
for the planning and prevention of wrong 
behaviors, such as sitting slumped, staying in bed 
too long, or constantly entertaining himself with 
self-stimulating behavior. In all cases, experiences 
should be varied and rewarding. 


Clay County Learning Center 
Ashland, Alabama 


2570 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Identifying and analyzing 
problems: observation for evaluation. In: 
Donlon, E. T.; & Burton, LF. The 
Severely and Profoundly Handicapped: A 
Practical Approach to Teaching. New 
York, New York: Grune & Stratton, 1976, 
Chapter 1, pp. 14-36. 


Observation of the severely or profoundly 
handicapped child is important for specifying 
behavior and, indeed, for describing this type of 
child. Although verbal descriptions are often 
inadequate in evaluating children for whom 
standardized tests are inappropriate, there are 
times when such descriptions can serve certain 
purposes. Composite verbal pictures of typical 
severely and profoundly handicapped children 
help to define the target child and to illustrate the 
basis upon which goals are set. Any inkling of 
cooperation, imitative pattern, or anticipating 
behavior on the part of these children should be 
recorded, and attempts should be made to 
reproduce them. Areas of progress are difficult to 
predict, but it should be possible to specify several 
in a short time with careful observation and 
analysis and to use these in plans for the future. 


Clay County Learning Center 
Ashland, Alabama 
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2571 DONLON, EDWARD T.; & BURTON, 
LOUISE F. The Severely and Profoundly 
Hiandicapped: A Practical Approach to 
Teaching. New York, New York: Grune & 
Stratton, 1976, 262 pp. (Price unknown.) 


The skills and techniques needed by the teachers 
of the severely and profoundly handicapped child 
to maximize all of each child’s abilities are 
examined. The main behaviors that occur in these 
children are described, and a system for structured 
observation is presented. Specific categories and 
techniques that apply to many severely and 
profoundly handicapped children are also con- 
sidered. Family efforts and community involve- 
ment are discussed. (70-item bibliog.) 


CONTENTS: Identifying and Analyzing Problems; 
Recognizing and Implementing for Specific Needs; 
Family Concerns and Other Considerations. 


2572 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Recognizing and implementing 
for specific needs: self-care skills. In: 
Donion, E. T.; & Burton, L. F. The 
Severely and Profoundly Handicapped: A 
Practical Approach to Teaching. New 
York, New York: Grune & Stratton, 1976, 
Chapter 2, pp. 127-152. 


All children need to learn to dress, bathe, feed, 
and go to the bathroom by themselves, and the 
severely and profoundly handicapped child is not 
an exception. There is actually little reason to 
concentrate on teaching a child a more complex 
skill if he cannot take care of his bodily needs. 
Toilet training and eating are particularly impor- 
tant concerns to parents. Frequently these areas 
are the most significant considerations when a 
child first enters a formal program. Teaching of 
self-care skills should begin early. Readiness for 
training does not often occur with severely and 
profoundly handicapped children at the 
chronological age considered normal for most 
children. Certain behaviors and experiences must 
be accomplished before a child is prepared for a 
toilet training program. Deprivation of sensory 
experiences--lack of a visual model to imitate, 
disorientation within his environment, lack of 
body image understanding, and physical unreadi- 
ness--that help to develop this readiness may 
prevent a child from responding to toilet training 
regardless of his chronological age. When the child 
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has enough of the necessary experiences, 
however, and when he is made aware of the need 
for independent toilet habits, he will be ready. 


Clay County Learning Center 
Ashland, Alabama 


2573 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Recognizing and implementing 
for specific needs: communication. In: 
Donion, E. T.; & Burton, L. F. The 
Severely and Profoundly Handicapped: A 
Practical Approach to Teaching. New 
York, New York: Grune & Stratton, 1976, 
Chapter 2, pp. 152-160. 


Time, planning, some successes and failures, and 
many varied experiences will be required to find 
the system of communication most appropriate 
for a severely and profoundly handicapped child. 
Communication need not be verbal; it can be 
signed, gestured, or pantomimed, or may even 
occur through facial expression and body posture. 
The severely and profoundly handicapped child 
may have difficulty learning any method of 
communication, so the best method or methods 
for him should be sought through careful 
observation. Ultimately, the child makes the 
decision. A level of communication that is 
unacceptable may be seen in the case of children 
who have developed slowly and who have learned 
to communicate with themselves. Ways must be 
found to change this behavior into a positive 
activity whenever possible. Manual signs can be an 
important aspect of communication; when a 
situation presents itself and the manual label for 
the concept is not known, a gesture should be 
devised. Varied experiences are vital factors in 
helping the child to recognize the need for 
communication. Trips, language building games 
and activities, and weather all stimulate the need 
for communication. 


Clay County Learning Center 
Ashland, Alabama 


2574 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Recognizing and implementing 
for specific needs: language development. 
In: Donlon, E. T.; & Burton, L. F. The 
Severely and Profoundly Handicapped: A 
Practical Approach to Teaching. New 
York, New York: Grune & Stratton, 1976, 
Chapter 2, pp. 160-169. 





25 


est 
ad 
pre 
all 


adi 
fac 
an\ 
2 
life 


apy 
att 





TREATMENT AND TRAINING ASPECTS 2575-2577 





Language development is a major goal and should 
be incorporated into every experience and activity 
that confronts a child. Until the child understands 
himself, he will be unable to communicate with his 
environment. The severely handicapped child may 
be hindered from seeing and hearing other people 
talking to one another, from seeing that he has a 
body that is like others but is also separate from 
them, and from learning, without the necessity of 
teaching, that he can imitate the actions of others 
with his body. To compound the problem, he 
lacks the independent motivation to learn to 
communicate. In order to develop language with 
this child, his language readiness patterns should 
be observed, and reachable goals set. The child 
may have more inner language than is evident. The 
existence of inner language can be indicated by 
observing receptive, and later expressive, com- 
munication. Receptive language can be observed 
by the way the child responds to environmental 
cues. The third level of communication becomes 
evident when the child begins to express himself. 
This child, like every child, needs to experience as 
much variety as possible if he is to understand his 
environment and develop the necessary concepts 
that form the basis for language. 


Clay County Learning Center 
Ashland, Alabama 


2575 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Recognizing and implementing 
for specific needs: speech training and oral 
language. In: Donlon, E. T.; & Burton, L. 
F. The Severely and Profoundly Handi- 
capped: A Practical Approach to Teaching. 
New York, New York: Grune & Stratton, 
1976, Chapter 2, pp. 170-180. 


A system of total communication works best for 
most children who are deaf in beginning to 
establish language and also often works to 
advantage with children who are severely and 
profoundly handicapped. Total communication 
allows the child to hear the word at the same time 
that he sees the word signed or pantomimed. In 
addition, he can benefit from lip movements, 
facial expression, pantomime, tactile symbols, and 
any other forms of communication that help make 
it more meaningful. At a period early in a child’s 
life, when language development is most impor- 
tant, it may be difficult to determine the most 
appropriate method of communication to use. The 
attitude of the teacher towards the child is a great 
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factor in determining future success. This attitude 
includes acceptance of the child’s learning 
patterns. The amount of time devoted to 
structured speech training should be carefully 
controlled, and speech activities should be free of 
tension. Amplification may be prescribed for 
children who can be recognized as deaf. Simple 
speech lessons may be initiated concurrently with 
tongue gymnastics and blowing exercises. 


Clay County Learning Center 
Ashland, Alabama 


2576 California. Health Department. Sex Educa- 
tion for the Mentally Retarded: A 
Resource Curriculum for Program Develop- 
ment. Stein, Bill; Wold, Nan; & Stende, 
Linda. Sacramento, California: 1975, 45 
pp. Mimeographed. 


A sex education program for MRs consisting of 18 
sessions designed to further their normalization is 
presented. The program is designed as a resource 
which can be adapted for use by the parent, 
professional, or significant other working with the 
MR. The education should be provided in the 
social environment of the individual. The 4 general 
areas of the program are concept, goal, implemen- 
tation technique, and follow-up. Characteristics of 
the learner, the teacher, and the subject matter are 
enumerated. (9-item bibliog.) 


714/744 P Street 
Sacramento, California 95814 


2577 New Jersey. Education Department. Edu- 
cational programs that work. Volume |. A 
catalogue of demonstration sites of 
successful educational programs dissemi- 
nated through the New Jersey Elementary 
and Secondary Education Act, Title Ill, 
IV-C, Program. (Research Division). Soper, 
Dorothy B. Trenton, New Jersey, 1975, 84 
pp. Available from ERIC Document 
Reproduction Service, Box 190, Arlington, 
Virginia 22210. Price MF $0.76; HC $4.43, 
plus postage. Order No. ED116394. 


Regular public school and special education 
programs in 16 New Jersey schools are described 
which have been proven to be exportable, cost 
effective, and successful. Different programs 
provided in these schools include a prescriptive 
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and teaching workshop concerned with main- 
streaming special education students, a health and 
educational program for pregnant students, a high 
school government course, a diagnostic-prescrip- 
tive reading program for children in grades K-3, 
and an individualized adapted physical education 
program for handicapped children. Aspects of the 
program which are reviewed are contact informa- 
tion, costs, dissemination services, evaluation 
design, goals, and basic program elements. Projects 
funded for dissemination in states throughout the 
U.S. are also enumerated. 


2578 BROWN, LOU, et al. Madison’s Alternative 
for Zero Exclusion: A Book of Readings. 
Volume V. Madison, Wisconsin: Madison 
Public Schools, 1975. 606 pp. Available 
from ERIC Document’ Reproduction 
Service, Box 190, Arlington, Virginia 
22210. Price MF $1.08; HC $31.10, plus 
postage. Order No. ED116385. 


A book concerned with education for the severely 
handicapped is overviewed, which contains 11 
technical papers, instructional programs, and 
position statements. The titles include: “Teaching 
Social Interaction Skills to Severely Handicapped 
Students,” ‘‘A Public School Program for Severely 
and Profoundly Handicapped Students: Zero 
Exclusion,” “Teaching Trainable Level Multiply 
Handicapped Students to Use Picture Cues, 
Context Cues, and Initial Consonant Sounds to 
Determine the Labels of Unknown Words,’’ 
“Components of Instructional Programs for 
Severely Handicapped Students,” “Skill Sequences 
and Curriculum Development: Application of a 
Rudimentary Developmental Math Skill Sequence 
in the Instruction and Evaluation of Severely 
Handicapped Students,” “A Comparison of Two 
Procedures for Teaching Severely Handicapped 
Students to Differentially Respond to Individual 
Components of Language Cues,’’ “Teaching 
Orthopedically Handicapped Adolescents to 
Secure Selected Products and Services from Their 
Community Through Functional Use of the 
Yellow Pages and Telephone,” ‘Community 
Transportation: Teaching Severely Handicapped 
Students to Ride a Public Bus System,” 
“Evaluation of the Severely Retarded and 
Multiply-Handicapped: An Alternative,’’ ‘Proce- 
dures of Task Analysis as Related to Developing 
Instructional Programs for the Severely Handi- 
capped,” ‘‘Skill Sequences and Programming for 
the Severely Handicapped: Use of a Math Skill 
Sequence in the Instruction and Evaluation of 
Severely Handicapped Students.”’ 





2579 Minnesota University. Time with the 
calendar unit: a formative evaluation. 
Research report No. 86. Thurlow, Martha 
L., et al. Minneapolis, Minnesota, 1975. 86 
pp. Available from ERIC Document 
Reproduction Service, Box 190, Arlington, 
Virginia 22210. Price MF $0.76; HC $4.43, 
plus postage. Order No. ED115041. 


The Calendar Unit of the Vocabulary Develop- 
ment Project was subjected to a preliminary 
evaluation with 43 EMR primary school children 
from special classes in regular schools or from 
special schools. Data for the formative evaluation 
were derived from pretesting and posttesting of 
students on behavioral objectives, teacher evalua- 
tions, and classroom observation. Objectives, 
performance on pre- and posttests, interpretations, 
and teacher comments on each of 9 lessons are 
presented. Evaluations made at teacher review 
board sessions are also recorded. Recommenda- 
tions are presented for changes in the areas of 
effectiveness of instruction for specific concepts, 
and data in the areas of the need for instruction, 
instructional effectiveness, design of the materials, 
content, sequencing, and testing instruments are 
analyzed. The preliminary version of the unit, 
pilot test questions, sample evaluation forms, and 
revised test questions are presented. 


2580 Minnesota University. Measurement of 
length unit: a formative evaluation. Re- 
search report No. 85. Thurlow, Martha L., 
et al. Minneapolis, Minnesota, 1975. 111 
pp. Available from ERIC Document 
Reproduction Service, Box 190, Arlington, 
Virginia 22210. Price MF $0.76; HC $5.70, 
plus postage. Order No. ED115040. 


The ‘Measurement of Length’ unit of the 
Vocabulary Development Project was subjected to 
a preliminary evaluation with 80 EMR or TMR 
primary grade children. Ss were either in special 
classes within regular schools or in special schools. 
Formative evaluation data were derived from 
pretesting and posttesting of children, teachers’ 
evaluations, and classroom observations. Objec- 
tives, data on classroom performance, and 
interpretation of each of 8 lessons are provided, 
along with evaluations from teacher review board 
sessions. Analysis indicates the need for measure- 
ment instruction, with broad alterations in the 
sequencing of instruction and test construction. 
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The preliminary version of the unit, questions, a 
sample evaluation form, a classroom observation 
form, the revised version of the unit, and the 
revised test are described. 


2581 Minnesota University. Time with the clock 
unit: a formative evaluation. Research 
report No. 84. Krus, Patricia H., et al. 
Minneapolis, Minnesota, 1975. 128 pp. 
Available from ERIC Document Reproduc- 
tion Service, Box 190, Arlington, Virginia 
22210. Price MF $0.76; HC $6.97, plus 
postage. Order No. ED115039. 


Teacher evaluations and performances of 57 
preprimary and primary class EMR students were 
used to evaluate a unit on telling time with a 
clock. The unit has 3 sections: 1) the importance 
of telling time and recognition of the clock and its 
purpose; 2) basic terms and introductory activities; 
and 3) more complex time procedures. Each 
section includes lesson objectives, student per- 
formance data, teacher evaluations, and comments 
from a teacher review board meeting. Changes in 
the unit recommended by this formative evalua- 
tion include changes in material design, content, 
sequencing, and testing procedures. Five appen- 
dices include a sample evaluation form and a 
description of the revised unit. 


2582 Minnesota University. An assessment of 
the effectiveness of the Money, Measure- 
ment and Time program for TMR students. 
Research report No. 90. Nelson, Janet T., 
et al. Minneapolis, Minnesota, 1975. 65 pp. 
Available from ERIC Document Reproduc- 
tion Service, Box 190, Arlington, Virginia 
22210. Price MF $0.76; HC $3.32, plus 
postage. Order No. ED115045. 


The effectiveness of the Money Unit of the 
Money, Measurement and Time program was 
assessed with 194 TMR students, aged 6 to 34. In 
the field test, Ss were administered the Money 
Skills Test and the Money Expressive Test on a 
pretest and posttest basis, and evaluations were 
completed by 11 teachers. Findings indicate that 
subjects gained significantly in performance on 
both tests, and the usability and effectiveness of 
the Money Unit was supported by the teachers’ 
evaluations. Teachers recommended that the areas 
of the material’s general format and its suitability 
for TMR’s be modified. 
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2583 Ohio. Geneva Area City Schools. Career 
Education: Geneva area city schools. 
[EMR Units: What Am | Like? and From 
the Ground to the Table]. Geneva, Ohio, 
1973. 33 pp. Available from ERIC 
Document Reproduction Service, Box 190, 
Arlington, Virginia 22210. Price MF $0.76; 
HC $1.95, plus postage. Order No. 
ED106602. 


Two curriculum units for EMRs which are used in 
the Geneva (Ohio) Area City Schools are 
described. The units, which are entitled “What Am 
| Like?” and ‘From the Ground to the Table’’, are 
concerned with teaching EMRs the importance of 
a good self-concept and proper hygiene and with 
teaching aspects of food purchasing and distribu- 
tion and the importance of budgeting money for 
food. Information is also provided on _ the 
possibility of careers in the food services or public 
health fields. In the food service unit, intermediate 
EMRs are targeted, while the hygiene unit is 
directed toward the primary EMR students, with 
the possibility of developing the unit in more 
depth for intermediate level students. Content 
questions, teaching techniques, learning activities, 
and resources and materials are listed, with space 
for teachers to add their own materials. 


2584 DORRY, GEORGE W.; & ZEAMAN, 
DAVID. Teaching a simple reading vocab- 
ulary to retarded children: effectiveness of 
fading and nonfading procedures. Ameri- 
can journal of Mental Deficiency, 
79(6):711-716, 1975. 


To assess the efficacy of fading and nonfading 
procedures in training MR children to read an 
8-word vocabulary, 4 matched groups were 
assigned to 1 or 4 conditions: 1) a standard 
paired-associate method consisting of a printed 
word and a picture; 2) a fading condition in which 
the picture was gradually faded out over trials; 3) a 
mixed condition in which word and picture were 
presented alone on alternate trials; and 4) a 
control condition which used either word or 
picture alone. Ss showed large differences in fading 
performance on immediate and delayed tests of 
vocabulary learning. The fading condition was 
most effective, with mixed, standard, and control 
following. The observed superiority of the fading 
technique may result from its promotion of 








differential attention to the word without 
sacrificing the associative advantage of the 
word-picture pairing. (5 refs.) 


Psychology Department, U-20 
University of Connecticut 
Storrs, Connecticut 06268 


2585 GREER, BOBBY G. Attitudes of special 
education personnel toward different types 
of deviant persons. Rehabilitation Litera- 


ture, 36(6):182-184, 1975. 


An effort was made to determine if special 
education personnel perceived victims of mental 
and physical disabilities differently from victims of 


2585-2587 TREATMENT AND TRAINING ASPECTS 








alcoholism. Ss were 99 special education teachers 
participating in a summer in-service training 
workshop. Two standardized forms of the 
Disability Opinion Survey, Forms IST and AL, and 
the Social Distance Survey were administered to 
Ss. Results indicate that special education 
personnel tend to have a harsher attitude toward 
the mentally and physically disabled than toward 
the alcoholics. Ss seemed to base this attitude 
upon their beliefs regarding treatment for the 
different types of deviants, i.e., they believed that 
the treatment outlook for alcoholics was bleak as 
opposed to the outlook for the mentally and 
physically disabled. 


Memphis State University 
Memphis, Tennessee 


TREATMENT AND TRAINING ASPECTS — Occupational 


2586 Texas. Mental Health and MR Department. 
Texas Rehabilitation Commission State 
School Program: Five Year Plan. Austin, 
Texas, 1975, 114 pp. 


A 5-year statewide plan for the State School 
Rehabilitation Program of the Texas Rehabilita- 
tion Commission is outlined for the 6 regions of 
the Commission. Statistical data sheets on the 
State school population by chronological age and 
lQ range, the number of potential residents 
categorized into regional center catchment areas, 
and the potential from the state school population 
by regions are provided. Six regional reports 
describe the regions, their major population 
concentration and catchment areas, and the MR 
State School Plan, and offer recommendations on 
serving the disabled more efficiently. A discussion 
of the 4 Regional Evaluation and Training Centers 
designated by the Five Year Planning Committee 
for the State School Programs, an estimated fee 
schedule for the support and maintenance of MRs, 
and a program status report and _ statewide 
recommendations are attached. 


Texas Department of Mental Health 
and MR 

Division of Vocational Rehabilitation 

Texas Rehabilitation Commission 

1301 West 38th Street 

Austin, Texas 





2587 Proceedings of the Conference on Research 
Needs Related to Career Education for the 
Handicapped; January 17-19, 1975. Wash- 
ington, D.C.: Bureau of Education for the 
Handicapped, 1975, 100 pp. Available 
from ERIC Document Reproduction 
Service, Box 190, Arlington, Virginia 
22210. Price MF $0.83; HC $4.67, plus 
postage. Order No. ED121001. 


The proceedings of the 1975 Bureau of Education 
for the Handicapped conference on research needs 
related to career education of the handicapped are 
presented. The participants were organized into 
large and small groups to explore research needs in 
the areas of leisure and retirement for the 
handicapped, maintenance and mobility in careers 
chosen by the handicapped, the exploration of 
career alternatives by the handicapped, and 
preparation of the handicapped for careers. The 
top priority research needs identified by the 
participants concerned employability, physical 
mobility, demonstration, and dissemination, career 
education models, communication among per- 
sonnel serving the handicapped, decision-making, 
attitudes, and critical incidents leading to job 
change. Conference participants and steering 
committee members are listed in an appendix. 
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2588 RUSTON, JACK, et al. A project to 
develop career awareness materials for 


special needs students. Final report. 
Research Series No. 19. Bismark, North 
Dakota: State Board for Vocational 
Education Research Coordinating Unit, 
1975. 18 pp. Available from ERIC 
Document Reproduction Service, Box 190, 
Arlington, Virginia 22210. Price MF $0.83; 
HC $1.67, plus postage. Order No. 
ED124797. 


A project to develop career orientation materials 
for disadvantaged and EMR junior and senior high 
school students in North Dakota is described. 
Students in different parts of the state were 
polled, and 10 vocational areas were selected: city 
worker, construction worker, food store worker, 
nurses’s aid or orderly, auto body repairman, farm 
worker, laundry worker, food service worker, 
janitorial services, and service station attendant. 
The activities involved in selecting the career areas 
are briefly discussed, and the format of the 
materials is described. The materials are written in 
the large type and short sentences that most EMR 
students can read, and are accompanied by 
cassette tape and 35mm slides. Appendices 
containing a package and cost description for each 
of the developed units and the form used to 
identify educational needs of the special students 
are included. 


2589 BERGMAN, ALLAN. A guide to estab- 
lishing an activity center for mentally 
retarded persons. Arlington, Texas: 
National Association for Retarded Citi- 
zens, 1976. 93 pp. Available from ERIC 
Document Reproduction Service, Box 190, 
Arlington, Virginia 22210. Price MF $0.83; 
HC $4.67, plus postage. Order No. 
ED124689. 


Basic information is presented for establishing a 
work activity center, a work-oriented facility 
providing compensatory prevocational and voca- 
tional education and training programs for men 
and women of post-school age. MR adults not 
developmentally prepared to enter a sheltered 
workshop program are served by the center. The 
planning and program considerations of an activity 
center are discussed, including vocational training, 
personal-social adjustment training, individual 


evaluation and program planning, and planning a 
work activity center. A historical overview of 








activity center programs is presented, as well as 
related contemporary philosophy and ideology, 
which is based on the principle of normalization 
and the developmental model. A comprehensive 
guide to administering an activity center is also 
included. An appendix containing a 136-item 
bibliography and a list of national organizations 
and Federal agencies interested in the handicapped 
is attached. 


2590 WHITEHEAD, CLAUDE. Planning and 
organizing a sheltered workshop for 
mentally retarded persons. Arlington, 
Texas: National Association for Retarded 
Citizens, 1976. 82 pp. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.83; HC $4.67, plus postage. Order 
No. ED124688. 


A basic guide for planning and organizing a 
sheltered workshop is presented. Work experience 
and related services are provided by the workshop 
to aid the MR person to approach a normal style 
of life and to achieve a productive vocational 
status. State and Federal laws that control and 
provide financial assistance to workshops are 
described, as well as ways to budget for programs, 
procedures related to the industrial operation of 
the workshop, and the various rehabilitation 
services which should be provided. The types of 
workshops and clients are defined, and basic 
considerations are discussed. Additional topics 
reviewed include standards, accreditation and 
evaluation, public relations, and business and 
personnel management. An appendix containing a 
25-item bibliography, a list of national organiza- 
tions and Federal agencies interested in the 
handicapped, and a guide to organization and 
administration is attached. 


2591 JACKSON, ROBIN. The effect of second- 
ary handicaps on the employment adjust- 
ment of educable mentally handicapped 
adolescents in Scotland. British Journal of 
Mental Subnormadlity, 21(41):61-70, 1975. 


Three different types of secondary handicap can 
be distinguished among educable mentally handi- 
capped (EMH) adolescents: (1) handicaps directly 
impairing job performance (e.g, forms of motor 
disability which decrease motor control and 
coordination); (2) handicaps not affecting job 
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performance, to which are attached social stigma, 
although not readily perceptible (e.g., epilepsy); 
and (3) handicaps unrelated to job performance 
but which are immediately evident and carry a 
social stigma (e.g., a squint, a stammer). Findings 
are based on a sample of 191 subjects (109 male 
and 83 female) who left the 6-day special schools 
in Edinburgh, Scotland, from 1959 to 1962. The 
high prevalence of secondary handicap (52.8 
percent among the male and 53.1 percent among 
the females) shows the marked heterogeneity 
among the EMH. The multiply handicapped 
adolescent, therefore, should be referred to special 
schools where a greater emphasis should be placed 
on the acquisition of social as well as purely 
educational skills. The social education program 
should be closely integrated within a general 
program of occupational preparation and should 
be provided in an environment where the EMH are 
able to learn and handle real situations found in 
open employment. (26 refs.) 


Department of Education 
Aberdeen College of Education 
Aberdeen, Scotland 


2592 KATZ, SHLOMO; & YEKUTIEL, 
ESTHER. Vocational adjustment of grad- 
uates of two sheltered workshops for the 
mentally retarded. British Journal of 
Mental Subnormality, 21(41):71-78, 1975. 


The vocational status of the graduates of 2 
sheltered workshops for the moderately MR in 
Israel was investigated and some of the variables 
which constituted barriers to successful occupa- 
tional adjustment were assessed. Out of a total of 
210, 138 graduates were included in the final 
sample. Of these, 62 were employed primarily in 
semi-skilled and unskilled occupations in the open 
job market. Nearly 50 percent were earning wages 
sufficient for economic independence. Most 
employers were satisfied with their MR employees 
and were willing to hire others. Most of the 
employed MR had achieved an acceptable level of 
social integration on the job. An Automatic 
Interactor Detector (AID) analysis revealed that a 
male over age 20 was deemed independent and had 
the best chance of securing employment. Female 
graduates were less likely to find jobs, due mainly 
to parental reluctance to allow them to seek 
employment. This finding indicates a need for 
more intensive placement procedures for female 





graduates and for an adequate follow-up system 
which would allay parents’ fears that their 
daughters were being sexually exploited. (12 refs.) 


Department of Psychology 
Bar-Ilan University 
Ramat Gan, Israel 


2593 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Family concerns and other 
considerations: vocational rehabilitation. 
In: Donlon, E. T.; & Burton, L. F. The 
Severely and Profoundly Handicapped: A 
Practical Approach to Teaching. New 
York, New York: Grune & Stratton, 1976, 
Chapter 3, pp. 236-239. 


If a capacity for vocational placement and, thus, 
for economic self-sufficiency, is recognized in the 
severely and profoundly handicapped individual, 
certain behaviors must be accomplished before this 
placement can become a reality. It is extremely 
detrimental to wait until a person has graduated 
before undertaking an analysis of his vocational 
needs, interests, and capabilities. Observations for 
work behavior should be made in the most familiar 
environment, so that abilities may be recognized 
under the best circumstances. Most rehabilitation 
facilities have a complete list of skills and 
behaviors which they feel are essential for the 
handicapped person to attain before he may be 
successful in a job placement. An important 
consideration of vocational rehabilitation services 
is habilitation to a setting that allows the 
handicapped person to exist in an environment of 
the least possible restrictional supervision. 


Clay County Learning Center 
Ashland, Alabama 


2594 DITTRICH, ANDREW. Current services 
and current needs: policy recommenda- 
tions and conclusions. In: Dittrich, A. Work 
Activity and the Developmentally Dis- 
abled: Estimated Needs and Present 
Services in New Jersey. New Brunswick, 
New Jersey: Rutgers University (Bureau of 
Economic Research), 1975, Chapter 6, pp. 
85-101. 


Planning should be implemented to serve 14,153 
adults in New Jersey eligible for work activity 
programs, or as large a percentage of this target 
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population as possible. The total, including the 
institutionalized population, receiving services in 
work activity programs is 1,761. The institutional 
total is 413, and the number served in 
community-based work activity facilities, 1,348. 
Fiscal problems alone do not preclude reaching 
100 percent of the target population, since not 
every eligible candidate for work activity services 
will present himself, should expanded programs be 
offered. A realistic approach to expansion must 
consider present facilities, and the larger urban 
northern counties should receive special attention 
in terms of service delivery to the unserved target 
population. Prevalence estimates should be refined 
and supplemented, and marketing problems should 
be considered in any expansion plans. Continued 
inquiry is needed to identify the total costs, both 
monetary and social, involved in attaining cultural 
normalization for the developmentally disabled 
population. 


Bureau of Economic Research 
Rutgers University 
New Brunswick, New Jersey 08903 


2595 BAKER, FRANCES MERCER; & BAKER, 
RICHARD J. Denormalizing practices in 
rehabilitation facilities. Rehabilitation 
Literature, 36(4):112-115, 1975. 


Practices in rehabilitation facilities, although 
intended to place the handicapped in appropriate 
employment and to develop high levels of personal 
competency, are often denormalizing and de- 
humanizing. These denormalizing practices can be 
cited in 3 major areas: identification and labeling 
of individuals, services delivery systems, and 
physical structure. Persons are referred to 
vocational rehabilitation services, not because of 
specific employment problems, but because they 
are handicapped. The historical development of 
distinct services for the blind, the deaf, and the 
MR has effected the denormalization of persons 
served by special interest groups. Continued 
emphasis on lobbying for special legislation for 
specific disability groups tends to remind the 
public of differences rather than similarities. 
Rehabilitation facilities tend to be _ isolated, 
unimaginative structures often bearing signs 
designating services for the blind, deaf, or the 
mentally ill. 


Southern Illinois University 
Carbondale, Illinois 





2596 DITTRICH, ANDREW. Work Activity and 
the Developmentally Disabled: Estimated 
Needs and Present Services in New Jersey. 
New Brunswick, New Jersey: Rutgers 
University (Bureau of Economic Re- 
search), 1975, 115 pp. $5.00. 


The eligible population in New Jersey for adult 
work activity programs is estimated, and the 
present status of these services is summarized. 
Estimates are based upon a derived work activity 
participation rate. MR, cerebral palsied, and 
epileptic populations are included in the study. 
Appendices indicate the method by which 
estimated needs and present service levels are 
measured and list the percentage of MRs and the 
total population count for each county in the 
state. 


CONTENTS: Introduction and General Back- 
ground; Estimating the Number of Clients; The 
Derivation of Work Activity Participation Rates 
for the General Population; Estimated Target 
Populations for Work Activity Centers: New 
Jersey Counties; Present Services Delivered in New 
Jersey to Adult Population: Sheltered Work, Work 
Activity, Adult Activity; Current Services and 
Current Needs: Policy Recommendations and 
Conclusions. 


Bureau of Economic Research 
Rutgers University 
New Brunswick, New Jersey 08903 


2597 DITTRICH, ANDREW. Introduction and 
general background. In: Dittrich, A. Work 
Activity and the Developmentally Dis 
abled: Estimated Needs and Present 
Services in New Jersey. New Brunswick, 
New Jersey: Rutgers University (Bureau of 
Economic Research), 1975, Chapter 1, pp. 
1-5. 


Recent interest in assisting the handicapped citizen 
to adjust as much as possible socially, economi- 
cally, and psychologically has focused on work 
and the activity center. Work, the usual adult 
activity in modern society, is of great value for the 
developmentally disabled. Certain impaired per- 
sons unable to find competitive work may find 
opportunities in sheltered workshops. Some 
severely impaired individuals cannot qualify for 
placement in a workshop, however, and the 
activity center becomes the standard locus for 
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delivery of services to this adult population. 
Expanded work activity programs are needed for 
those persons who do not qualify for the training 
programs provided by sheltered workshops yet 
who stand at the top of the functional spectrum in 
programs of adult activity centers. 


Bureau of Economic Research 
Rutgers University 
New Brunswick, New Jersey 08903 


2598 DITTRICH, ANDREW. Estimating the 
number of clients. In: Dittrich, A. Work 
Activity and the Developmentally Dis- 
abled: Estimated Needs and Present 
Services in New Jersey. New Brunswick, 
New Jersey: Rutgers University (Bureau of 
Economic Research), 1975, Chapter 2. pp. 
7-29. 


To identify a potential target population for work 
activity programs, estimates are derived of the 
numbers of the developmentally disabled who are 
21 years old or older by county for New Jersey, 
based upon the Census for the year 1970. Ideally, 
the actual demand for work activity centers 
exhibited by the eligible target population should 
be measured, but the number of potential clients 
who would refuse available services is unknown. 
The potential target population represents the 
maximum estimated response to the introduction 
of work activity programs in adult activity centers. 
Prevalence rates can be indicated for the MR, 
cerebral palsied, and epileptic populations in the 
counties of New Jersey using estimates reported in 
the literature. 


Bureau of Economic Research 
Rutgers University 
New Brunswick, New Jersey 08903 


2599 DITTRICH, ANDREW. The derivation of 
work activity participation rates for the 
general population. In: Dittrich, A. Work 
Activity and the Developmentally Dis- 
abled: Estimated Needs and Present 
Services in New Jersey. New Brunswick, 
New Jersey: Rutgers University (Bureau of 
Economic Research), 1975, Chapter 3, pp. 
31-57. 


A random sample was selected from the record 
files of the New Lisbon State Colony in New 


Jersey and investigated for IQ ranges, adaptive 
behavior scores, and work performance levels. The 
IQ distribution among residents approached the 
normal, with the mode of distribution at the level 
of moderate MR (IQ 36 to 51). The majority of 
the population in the institution was located in the 
moderate MR and SMR _ ranges of adaptive 
behavior. Among the 193 residents in the study, 
43 percent had no apparent work ability, and 22.2 
percent had moderate work ability. Only 39.8 
percent of the sample could qualify for employ- 
ment in work activity programs. This work activity 
participation rate was closer to that of an 
institutionalized sample than to that of the 
community-based and home-living groups which 
the New Lisbon distribution of MR more closely 
resembles. 


Bureau of Economic Research 
Rutgers University 
New Brunswick, New Jersey 08903 


2600 DITTRICH, ANDREW. Present services 
delivered in New Jersey to adult popula- 
tion: sheltered work, work activity, adult 
activity. In: Dittrich, A. Work Activity and 
the Developmentally Disabled: Estimated 
Needs and Present Services in New Jersey. 
New Brunswick, New Jersey: Rutgers 
University (Bureau of Economic Re- 
search), 1975, Chapter 5, pp. 65-83. 


The results of a telephone survey of more than 
200 learning, rehabilitation, care, and therapy 
facilities to determine the characteristics of their 
service indicate a predominance of combined 
sheltered work-work activity facilities in New 
Jersey. One thousand nine hundred and two 
individuals are in sheltered work programs in this 
type of facility, and 928 in work activity. 
Eighty-three adults are in sheltered work pro- 
grams, in 3 facilities which are exclusively 
sheltered work oriented. Nine hundred and 
forty-four adults, most of them institutionalized, 
are in adult activity centers, and 1,534 adults are 
in combined adult activity-work activity facilities. 
It is on the combined sheltered work-work 
activity, combined adult activity-work activity, 
and the adult activity centers that planning for 
expanded work activity programs might focus 
first. 


Bureau of Economic Research 
Rutgers University 
New Brunswick, New Jersey 08903 
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2601 ROSKOS, FRANK C. Handbook for work 
experience. Merrill, Wisconsin: Merrill Area 
Public Schools, 1974. 24 pp. Available 


from ERIC Document Reproduction 
Service, Box 190, Arlington, Virginia 
22210. Price MF $0.76; HC $1.58, plus 
postage. Order No. ED116386. 


A program in the Merrill Area Public Schools 
(Wisconsin) which offers the MR and other special 
education students in high school the opportunity 
for work experience is described. Information is 
provided on the objectives of the program, the 
qualifications needed to participate in the 
program, the teacher-counselor role, transporta- 
tion, permits needed to work, compensation, 


courses of study, policies regarding grading, 
psychological services, and followup services. The 
Division of Vocational Rehabilitation (DVR) 
provides) services for the handicapped and those 
enrolled in special education programs, and the 
Merrill program assists students in enrolling in the 
DVR, cooperating with the DVR, and taking 
advantage of the services it provides. Criteria for 
selecting Community employers are presented, 
such as facilities which offer adequate learning 
opportunities. Information is also included on 
choosing and evaluating sheltered workshops. 
Forms enclosed in a program handbook are 
reviewed, including a student survey, evaluation 
forms, work permits and reports, and applications 
for subminimum wage licenses and vocational 
rehabilitation. 
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2602 OPPE, T. E.; & WOODFORD, F. PETER, 
eds. Early Management of Handicapping 
Disorders. \RMMH (Institute for Research 
into Mental and Multiple Handicap) 
Reviews of Research and Practice, No. 19. 


Amsterdam, Netherlands: Associated 
Scientific Publishers, 1976, 139 pp. (Price 
unknown.) 


Recent progress in the medical and_ social 
management of inherited disorders of metabolism, 
spina bifida and associated hydrocephalus, motor 
impairment, MR, and mixed handicaps is reviewed. 
The essays reflect the current conviction that these 
are not isolated medical problems and demand 
teamwork at all stages of prevention or ameliora- 
tion. The chapters are based upon papers delivered 
at meetings held in England and Wales (Liverpool, 
Cardiff, Wolverhamptom, Exeter, and London) 
between October 1975 and April 1976. 


CONTENTS: Principles in the Management of 
Inherited Metabolic Disorders (Clayton); Influence 
of Screening for Phenylketonuria on the Incidence 
of Mental Retardation (Hawcroft); Problems of 
Phenylketonuric Children and Their Families 
(McBean); Treatment of Galactosaemia and 
Homocystinuria (Sardharwalla); Ethical Problems 
in the Management of Myelomeningocele and 





Hydrocephalus (Lorber); Deciding Whether to 
Close the Lesion of Open Spina Bifida Surgically: 
Ethical Issues, and Support Needed by the Parents 
(Lassman); Consequences of Refraining from 
Surgical Repair of Spina Bifida: the Burden on the 
Parents (Evans); Implications of a Surviving Spina 
Bifida Child for the Family (Hunt); Genetic 
Counselling and Antenatal Diagnosis for Parents 
Who Have Produced an Infant with Spina Bifida: 
the Role of the Social Worker and Health Visitor 
(Laurence); The Type of Advice the Parents of a 
Motor-Impaired Child Need (Leech); Stimulation 
of Movement: A Review of Therapeutic Tech- 
niques (Levitt); The Pre-school Child with Cerebral 
Palsy, His Family and the Physiotherapist 
(Scrutton); Paediatricians and Parents as Partners 
(Brimblecombe); Honeylands—a Family Help Unit 
in Exeter (Rubissow); Early Management of 
Handicap: the Parents’ Needs (Ballard); Parents as 
a Resource in Diagnosis and Assessment (Newson); 
Research Centering on a Toy Library Service 
(Head); Working with Parents on Early Language 
Development (Cooper); Helping Parents to Help 
Their Child’s Development (McConkey). 


2603 Andrews University. Crthomolecular 
approach to the treatment of schizo 
phrenia, childhood psychoses, and allied 
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disorders such as: hyperactivity, autism, 
hypoglycemia, and subclinical pellagra. 
Lall, Geeta Rani. Berrien Springs, Michi- 
gan: Education Department, 1976. 15 pp. 
Available from ERIC Document Reproduc- 
tion Service, Box 190, Arlington, Virginia 
22210. Price MF $0.83; HC $1.67, plus 
postage. Order No. ED123859. 


Research is presented to support the orthomole- 
cular rather than the psychodynamic approach to 
treating schizophrenia, psychoses, and _ allied 
disorders in children. Advantages of the ortho- 
molecular approach include: more objective, 
accurate, and easily obtained diagnosis; removal of 
much of the stigma and fear of the medical 
problem because of good prognosis; fewer feelings 
of guilt and less alienation of families; less 
expensive and time-consuming treatment; and 
better treatment results. The orthomolecular 
approach, which is also known as orthomolecular 
psychiatry, involves the administration of mega- 
vitamins after a determination of biochemical 
needs, psychotherapy, exercise, appropriate diet, 
and the administration of other drugs. 


2604 Andrews University. Team approach in 
assessment and treatment of children with 
learning disabilities. Lall, Geeta Rani. 
Berrien Springs, Michigan: Education 
Department, 1976. 20 pp. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.83; HC $1.67, plus postage. Order 
No. ED123859. 


The etiology and identification of learning 
disabilities are summarized and a team approach in 
assessment and treatment is suggested. The need 
for early identification of children with special 
problems is stressed, with the recommendation 
that such identification be conducted by an 
interdisciplinary team of professionals composed 
of educators, social workers, specialists in 
communicative disorders, electroencephalog- 
raphers, ophthalmologists, audiologists, pediat- 
ricians, neurologists, and psychologists. Topics 
which are discussed include: methods used to 
teach children with learning disabilities, such as 
visual training, individual activities, and patterning 
exercises; tests used in discriminating children with 
learning disabilities, including the Wechsler Intelli- 
gence Scale for Children, the Wepman Auditory 
Discrimination Test, and the Purdue Perceptual 





Motor Survey; 16 specific problem areas, such as 
auditory and visual association, verbal expression, 
and spatial relationships; characteristics for identi- 
fying a learning disabled child, such as hyperac- 
tivity, poor memory, and inappropriate behavior; 
definitions which refer to central nervous system 
functioning; and definitions which emphasize the 
learning and behavior disorders without central 
nervous system reference. 


2605 Andrews University. Hyperkinetic chil- 
dren--a synopsis of possible causes, treat- 
ments, and educational aspects. Lall, Geeta 
Rani. Berrien Springs, Michigan: Education 
Department, 1976. 13 pp. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.83; HC $1.67, plus postage. Order 
No. ED123857. 


The etiology, treatment, and educational aspects 
of hyperactivity in children are summarized from 
the literature. The use of drug therapy is 
questioned and causes of hyperactivity are 
considered, such as improper oxygenation, low 
level of glucose or inability to tolerate and 
assimilate sugar, vitamin deficiency, and improper 
lighting. Two sets of questions are listed which 
represent the differences between the behavior 
patterns of preschool and school-aged hyperactive 
children and control groups. Techniques for the 
teacher to use in helping the hyperactive child in 
the classroom are noted, including encouraging as 
much physical activity as possible, effective seating 
arrangements, behavior modification using re- 
wards, and individualized instruction. 


2606 MCCARTHY, ROBERT E.; & BAKAITIS, 
PATRICIA. Effects of music therapy on 
handicapped students: a Title VI-B project. 
Fairfax, Virginia: Fairfax County Schools, 
1975. 37 pp. Available from ERIC 
Document Reproduction Service, Box 190, 
Arlington, Virginia 22210. Price MF $0.83; 
HC $2.06, plus postage. Order No. 
ED121045. 


A paper presented at the 1976 American 
Educational Research Association Meeting Session 
evaluated the effects of music therapy sessions on 
the behavior of approximately 300 moderately 
MR, physically handicapped and multiply handi- 
capped students. Music therapists conducted 
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exercises in simple composing, singing, dancing, 
playing instruments, and exercising to music. 
Socialization, language, motor and basic academic 
skills were emphasized. Data on attentive behavior 
and disruptive behavior were recorded by 1 
principal, 25 instructional aids, and 37 special 
education teachers who were trained to observe 
and record target behaviors. Results of a multiple 
linear regression analysis of variance performed on 
approximately 2700 separate sets of observations 
indicated a significant gain in attentiveness and a 
decrease in disruptiveness during the music 
therapy program. 


2607 BAER, RICHARD, et al. Relative efficacy 
of two token economy procedures for 
decreasing the disruptive classroom behav- 
ior of retarded children. Resources in 
Education (ERIC), 11(10):35, 1976. Avail- 
able from ERIC Document Reproduction 
Service, Box 190, Arlington, Virginia 
22210. Price MF $0.83; HC $2.06, plus 
postage. Order No. ED123533. 


The relative efficacy of 2 token economy 
procedures for decreasing the disruptive classroom 
behavior of MR _ children is discussed. The 
procedures involve the administration of tokens 
contingent on periods of time during which 
children do not engage in disruptive behavior, and 
the removal of tokens contingent on_ the 
occurrence of disruptive behavior. Although 
previous studies have reported both procedures to 
be equally effective, a comparison of the 2 
procedures when no _ instructions were given 
regarding the token contingencies illustrated that 
token delivery was not effective in decreasing 
disruptive behavior in any of the children, while a 
combination of token delivery and removal was 
successful in 3 out of 4 children. It is concluded 
that, in populations that are not readily controlled 
by instruction, the combined procedure may be 
most effective in controlling disruptive behavior. 


2608 Tennessee University. Identification and 
management of selected developmental 
disabilities: a guide for nurses. Russell, Fay 
F. Memphis, Tennessee: Child Develop- 
ment Center, 1975. 40 pp. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.83; HC $2.06, plus postage. Order 
No. ED120997. 





A guide for nurses is presented which is concerned 
with the identification and management of 
selected developmental disabilities. The 10 papers 
of the guide include: “Developmental Screening’, 
“Behavior Modification: Approaches to Teaching 
Feeding and Toileting Skills to Handicapped 
Children”, ‘Dietary Treatment of Phenyl- 
ketonuria’, ‘‘Community Nutrition”, “Inborn 
Errors of Metabolism and Mental Retardation”, 
“Genetic Aspects of Mental Retardation”, “The 
Neurological Evaluation of Infants and Young 
Children”’, “Failure to Thrive”, “Infant Stimula- 
tion’, and “The Importance of Early Mothering”. 


2609 Kent State University. A Premackian 
Approach to Developing Communication 
in Autistic Children: A Comparison of the 
Effects of Symbol Versus Speech Training 
on the Behavior of Autistic Children. Final 
Report. Blair, Nancy. Kent, Ohio: Special 
Education Department, 1975. 118 pp. 
Available from ERIC Document Reproduc- 
tion Service, Box 190, Arlington, Virginia 
22210. Price MF $0.83; HC $6.01, plus 
postage. Order No. ED121015. 


The effects of symbol versus speech training 
instruction on behavior were studied in 4 
89-year-old autistic children. The Ss_ were 
observed in the classroom and during free play. A 
training sequence involving Peabody Rebus Read- 
ing symbols and more traditional speech training 
procedures was initiated, and inappropriate behav- 
ior, which included tantrum behavior, self- 
destructive behavior, echolalic speech, and self- 
stimulation, was recorded. Responses of the Ss 
varied: 1 S showed fewer inappropriate responses 
in rebus training, 1 S showed slightly fewer 
inappropriate behaviors in speech training, and 2 
Ss showed no significant difference in inap- 
propriate responding during either type of 
instruction. The results indicate that the primary 
dysfunction in autistic children may be an 
inability to deal with all symbols, verbal and 
nonverbal, rather than strictly a language deficit. 


2610 STEWART, MARK A. What are the 
problems of a hyperactive child? Resources 
in Education (ERIC), 11(8):46-47, 1976. 8 
pp. Available from ERIC Document 
Reproduction Service, Box 190, Arlington, 
Virginia 22210. Price MF $0.83; HC $1.67, 
plus postage. Order No. ED120598. 
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A paper presented at the Annual Meeting of the 
American Psychological Association, held in 
Chicago, Illinois, August 30 through September 2, 
1975, was concerned with the value of drug 
treatment for the hyperactive child. Behavior 
changes are not learned with drug treatment, so 
improvements in behavior do not continue when 
the drugs are discontinued. It is recommended that 
parents and teachers work together to develop 
appropriate social behaviors in the hyperactive 
child before drug treatment is initiated. A changed 
home and school environment may also improve 
the behavior of hyperactive children. 


2611 BRAND, H. J. The use of pyrithioxine in a 
group of visually handicapped children. 
South African Medical Journal, 
49(19):769-772, 1975. 


A double blind study tested the influence of 
pyrithioxine on memory retention time, reaction 
time, abstraction ability, and interest in classroom 
activities of the visually handicapped child. Ss 
were 44 visually handicapped children with IQs in 
the 75-95 range. This study consisted of 3 phases: 
administration of 6 memory subtests from 
Standardized tests prior to medication; pyri- 
thioxine (experimental) and placebo (control 
groups) medication during a 4 month period; and 
post-medication administration of the same test 
battery. The experimental group showed improve- 
ment in abstraction ability after medication. 
Although insignificant differences were found for 
the majority of the tests in the battery, the 
ineffectiveness of pyrithioxine therapy has not 
been proven. It is possible that the psychological 
tests used in the present study may not be 
sensitive for measuring neural action after the 
influence of a chemical substance. (11 refs.) 


School for the Blind 
Worcester, Cape Province 
South Africa 


2612 SABEL, K. G.; & BRANDBERG, A. 
Treatment of meningitis and septicemia in 
infancy with a _ sulphamethoxazole/ 
trimethoprim combination. Acta Paediat- 
rica Scandinavica, 64(1):25-32, 1975. 


A solution of sulphamethoxazole (SMZ) and 
trimethoprim (TMP) for parenteral use was 
effective in treating infants with septicemia and/or 





meningitis considered to be therapeutic failures 
after conventional antibiotic therapy. Ten such 
infants were given SMZ. A fast recovery was seen 
in most cases after a few days’ therapy at daily 
doses of 30-40mg SMZ and 6-8mg/kg TMP. In the 
single fatal case, the cause of death was related 
neither to the treatment nor to the meningitis, but 
to complications of a congenital hydrocephalus. 
Since sulfonamides may replace bilirubin from 
albumin binding sites, thereby increasing the risk 
of toxic effects on the CNS in an icteric infant, 
treatment with SMZ and TMP during the first 
week of life and especially of icteric or very 
immature infants should not be considered. (24 
refs. ) 


University of Goteborg 
Goteborg, Sweden 


2613 BUTTER, H. J.; & *LAPIERRE, Y. D. The 
effect of methylphenidate on sensory 
perception in varying degrees of hyper- 
kinetic behaviour. Diseases of the Nervous 
System, 36(6):286-288, 1975. 


Thirty-two hyperkinetic children participated in a 
double-blind study designed to assess the action of 
methylphenidate on perception and the integra- 
tion of the sensory perceptions in various degrees 
of hyperkinesis, and to explore the role of 
chronological age as a variable in hyperkinesis. The 
children were administered the Illinois Test of 
Psycholinguistic Ability (ITPA) and a combination 
of monosensory, bisensory, and trisensory stimuli 
presentations. Methylphenidate improved the 
visual, auditory, and tactile reception, as measured 
by the ITPA, with children who had a more 
marked degree of hyperkinesis. That improvement 
was also observed in the recognition of sensory 
stimuli presented in a monosensory fashion. When 
stimuli were presented in a bisensory and 
trisensory form, either successively or simul- 
taneously, only the highly hyperkinetic children 
were able to improve the processing of bisensory 
simultaneous stimuli with methylphenidate. 
Improvement with methylphenidate seems to be 
related more to degree of hyperkinesis than to 
chronological age. Further research on the degree 
of hyperkinesis, age level, sensory modality, and 
drug administration is recommended. (6 refs.) 


*Pierre Janet Hospital 
Hull, Quebec, Canada 
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2614 FISH, BARBARA. Pharmacotherapy for 
autistic and schizophrenic children. In: 
Ritvo, E. R.; Freeman, B. J.; Ornitz, E. M.; 
& Tanguay, P. E., eds. Autism: Diagnosis, 
Current Research, and Management. New 
York: Spectrum Publications, 1976, pp. 
107-119. 


General issues in the treatment of autistic children 
are discussed as a prelude to describing the part 
played by specific medications. Current treatments 
of autism are symptomatic; there is no specific 
antidote that can reverse the underlying pathol- 
ogy. Treatment requires evaluation of the child’s 
functioning in every major area of development 
and must be individualized. There are 2 major 
modalities of treatment, the biological and the 
social-educational. Biological treatments have 
included drug and electroshock routines; at 
present drug treatment is the major biological 
modality. Social and educational therapies should 
include early stimulation of development, speech 
therapy, social stimulation, behavior therapy, and 
psychotherapy. Effective major neuroleptics can 
reduce and nearly eliminate major psychotic 
symptoms, including disorganized, noncommuni- 
Cative speech and loosening of associations, in 
children who are not too stereotyped or 
cognitively impaired to respond to any kind of 
therapy. The effects of stimulants, antidepressants, 
methysergide and LSD, mild sedatives, and major 
neuroleptic drugs are reported, along with 
methods of determining optimal drug and dosage. 
Language is the critical prognostic variable in 
treatment. Research indicates that some schizo- 
phrenic children can be identified in the first 
months of life; beginning biological treatment 
early may be useful in avoiding deficits secondary 
to withdrawal. (22 refs.) 


2615 STEVENS, MILDRED. Play understood 
by the adults. In: Stevens, M. The 
Educational and Social Needs of Children 
with Severe Handicap. Second edition. 
Baltimore, Maryland: Williams & Wilkins, 
1976, Chapter 8, pp. 117-145. 


The teacher of severely subnormal children knows 
that play in all its forms must be a major part of 
the specialized approach to their education, and 
she must be an expert in understanding play. In 
play, even severely subnormal children are given 
the chance to reconstruct and reorganize their 
experiences. The implication for teachers is that 





they must ensure that the children gain useful 
experiences. In the late 1950’s, the positive 
responses of severely subnormal children from an 
institutionalized hospital setting to a play-oriented 
situation were demonstrated. In the mid-60’s, 
researchers experimented once more with specially 
devised play programs using family group arrange- 
ments with children aged 4 to 12 years and having 
mental ages between 1 and 4 years. Overall, the 
results were positive. Current research on play 
therapy for the mentally handicapped is reviewed. 


Matlock College of Education 
Derbyshire, England 


2616 GOLDIAMOND, ISRAEL. Toward a con- 
structional approach to social problems: 
ethical and constitutional issues raised by 
applied behavior analysis. In: Franks, C. 
M.; & Wilson, G. T., eds. Annual Review of 
Behavior Therapy Theory & Practice, 1975. 
New York, New York: Brunner/Mazel, 
1975, Chapter 2, pp. 21-63. 


The practical system developed along the lines of a 
constructional model consonant with behavior 
analysis accords with the constitutional premise of 
a government limited to those powers explicitly 
specified, with all other powers residing in the 
people, and also with the related ethical premises. 
The referent behaviors of the Ss (prisoners, mental 
patients, and other Ss of institutional control) are 
the object of the social contract with the 
institution, and a constructional consultant may 
help the institution to fulfill it. Making positive 
reinforcement contingent upon program participa- 
tion can bear only a superficial resemblance to 
noncoercive situations. Reinforcement is con- 
sidered superficial when diminution of institu- 
tionally provided aversive control is attached. Ends 
and means are concordant, with every step toward 
the outcome being a faithful miniature of the 
larger program. The issue is viewed as a social 
context in which definitions of repertoires are 
social and have social and individual consequences. 
The solution requires construction of additional 
options for the individual, thereby increasing his 
freedom. (33 refs.) 


University of Chicago 
Chicago, Illinois 











2617 REPP, ALAN C.; & DEITZ, SAMUEL M. 
Reducing aggressive and_ self-injurious 
behavior of institutionalized retarded chil- 
dren through reinforcement of other 
behaviors. In: Franks, C. M.; & Wilson, G. 
T., eds. Annual Review of Behavior 
Therapy Theory & Practice, 1975. New 
York, New York: Brunner/Mazel, 1975, 
Chapter 22, pp. 498-516. 


The differential reinforcement of other behaviors 
(DRO) procedure was used in combination with 
other techniques to reduce aggressive and self- 
injurious behaviors in a 12-year-old SMR boy with 
microcephaly, a 10-year-old SMR girl, a moder- 
ately MR 13-year-old boy, and an 8year-old boy 
with a diagnosis of moderate MR associated with 
congenital rubella, blindness in the left eye, severe 
speech difficulty, hyperkinesis, and several other 
organic dysfunctions. In the first case, aggressive 
responses were reduced when DRO was combined 
with a 30-second timeout. For the second child, 
self-injurious responses were followed by ‘“‘no,” 
and intervals of time in which no self-injurious 
responding occurred earned her candy. The third S 
received exchangeable tokens for every 15 minutes 
in which aggressive responding did not occur, 
while each inappropriate response resulted in the 
loss of all tokens accrued. In the last case, various 
aggressive classroom behaviors were reduced when 
the child was told “no” for an inappropriate 
response but earned puzzle pieces for periods of 
time when inappropriate responses did not occur. 
In each case, the DRO procedure combined with 
the other techniques proved to be manageable for 
the teacher and successful in reducing the 
inappropriate behavior. (29 refs.) 


Georgia Retardation Center 
Atlanta, Georgia 


2618 KUSHLICK, ALBERT. Some ways of 
setting, monitoring and attaining objectives 
for services for disabled people. British 
Journal of Mental Subnormality, 
21(41):84-102, 1975. 


Professional care personnel, clients, and services in 


Great Britain are reexamined to clarify ways of 
establishing, monitoring, and achieving goals in 
administering to disabled persons’ needs. The first 
task in clarification is to identify and eliminate 
“fuzzies,’’ i.e., nonspecific descriptions of patient 
care. Terminology used should enable direct 
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analysis of the level of performance in patient 
care. Clients should be described as either 
“engaged” (good) or ‘“‘disengaged”’ (bad). Direct- 
care personnel either (1) act as social prostheses, 
(2) restrict the clients, (3) restrain the clients, (4) 
punish the clients negatively or positively, or (5) 
reinforce negatively to achieve compliance. 
Twenty-five ‘‘vignettes” illustrate client engage- 
ment and disengagement at different times of the 
day and staff reaction to the situations in the 
context of the new locally-based domestic type 
residential facilities for the MR in the Wessex 
Region. The attainment of high levels of 
engagement throughout the waking day is the 
most important priority for the handicapped 
person. Serious consequences in terms of both 
patient care and patient behavior in the absence of 
a high level of engagement will follow. A 
concluding section provides numerous recom- 
mendations for improving levels of engagement, 
including “spelling out”’ tasks, specifying standards 
of excellence, and setting client-oriented objectives 
in well-defined problem-oriented individual re- 
cords. (14 refs.) 


Health Care Evaluation Research Team 
Wessex Regional Health Authority 
England 


2619 BLAKE, A. M.; MCINTOSH, N.; REY- 
NOLDS, E.O.R.; & ANDREW, D. Trans- 
port of newborn infants for intensive care. 
British Medical Journal, 4(5987):13-17, 
1975. 


When trained staff pick up the infants and use a 
transport incubator with facilities for oxygenating, 
monitoring, and mechanically ventilating a sick 
baby, transport to a referral center can be safely 
done within a range of 50 miles and, in some cases, 
can actually improve the infant’s chances of 
survival. The neonatal unit of University College 
Hospital and Medical School in London evaluated 
the effectiveness of its transportation of sick 
newborn infants through analyzing data on all 
infants referred from other hospitals from 1972 to 
1974, Of the 222 newborn infants transported to 
University College Hospital during the 3-year 
period, 2 were brought from home, where they 
had been born, and the rest were collected from 
41 hospitals from half a mile to 50 miles away. 
The referred infants. were usually premature and 
frequently were suffering from serious respiratory 
illness. Although 109 (49 percent) needed 
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mechanical ventilation in transit, only 9 were 
believed to have deteriorated, and only 4 died in 
transit. No correlation was established between the 
distance traveled and the survival rate. (21 refs.) 


Department of Pediatrics 

University College Hospital and 
Medical School 

London, England 


2620 Care of mentally retarded children.British 
Medical Journal, 1(5951):202, 1975. 


While there is a rational basis for the use of 
glutamic acid in some patients with hepatic 
encephalopathy and certain other metabolic 
conditions where damaging concentrations of 
ammonia occur in body fluids, no scientifically 
acceptable evidence exists that supplementation of 
the normal dietary intake of this amino acid has 
any pharmacological or nutritional benefit for 
brain damaged or otherwise neurodevelopmentally 
abnormal children. Nevertheless, sodium glutamate 
either by itself or in commercially available 
mixtures with water-soluble vitamins continues to 
be popular for the “treatment” of these 
conditions. They may have some place as symbols 
of therapeutic concern in situations where doctors 
can offer little of therapeutic value, but more 
realistic ways of supporting and aiding families of 
handicapped children are preferable. (4 refs.) 


2621 BOBATH, KAREL; & BOBATH, BERTI. 
The care of the cerebral-palsied child at 
school. Developmental Medicine and Child 
Neurology, 17(5):683-684, 1975. (Letter) 


The question of daily hour-long physical therapy 
sessions for school-aged handicapped children is 
discussed in a response to an annotation by R.A. 
Pedder. Specialized treatment for 45 minutes 
twice-weekly is sufficient for the preschool or 
school-aged child, especially if accompanied by 
good management at home. Supervision is 
recommended in the treatment of all handicapped 
children, and rotation of treatment among 
children who show signs of deterioration or who 
are in danger of developing contractures results in 
a minimum of interference with schooling. 
Continued treatment for children attending school 
is necessary since: many children have had little 
treatment before attending school; few children 
begin treatment early enough to have reached their 





maximum physical ability by the start of school; 
and many children begin their treatment too late 
to ensure that deterioration will not begin while 
they are attending school. The tendency of effort, 
growth, and physical and mental strain to have an 
adverse effect on the cerebral palsied child’s 
physical state, unless the spasticity is slight, is also 
noted. 


Western Cerebral Palsy Centre 
20 Wellington Road 
London NW8 9SP, England 


2622 JACKSON, GARY M.; JOHNSON, 
CREIGH R.; ACKRON, GEORGE S.; & 
CROWLEY, ROBERT. Food satiation as a 
procedure to decelerate vomiting. Ameri- 
can fournal of Mental Deficiency, 
80(2):223-227, 1975. 


A food satiation procedure was employed in 2 
experiments to decelerate the frequency of 
chronic vomiting-ruminatory behavior of 2 PMR 
adults aged 29 and 27 years, respectively. In each 
case, the vomiting response occurred as a 
well-defined behavioral response chain and had 
been manifested for several years. Satiation was 
accomplished in the experiments during regular 
meals by allowing the Ss to eat until a satiation 
criterion of food refusal was achieved. The effect 
of satiation was maintained throughout each day 
of treatment by offering the Ss more food 60 to 
90 minutes after the completion of meals. The 
satiation procedure resulted in a 94 percent 
reduction of vomiting in Experiment 1 as 
compared with a 50 percent response reduction in 
Experiment 2. Ten-day follow-up sessions revealed 
a maintained decrement in the frequency of the 
vomiting-ruminatory response in both cases. The 
first S exhibited a 4.99kg weight gain at the 
10-day follow-up and a total 13.61kg gain at a 
4-week posttreatment weight check. The second S 
showed no apparent weight gain at follow-up 
sessions. (14 refs.) 


Unit 1 
Lincoln State School 
Lincoln, Illinois 62656 


2623 ROWITZ, LOUIS; & LEI, TZUEN-JEN. 
Differentials in characteristics between city 
and suburban admissions to a state clinic 
for retarded children. American Journal of 
Mental Deficiency, 80(2):165-171, 1975. 
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The use patterns of MR service users in the 
Chicago (Illinois) metropolitan area during the 
1960s were compared. The Chicago city cases 
admitted to the Illinois State Pediatric Institute 
Outpatient Clinic between 1962 and 1970 
comprised 961 individuals, and the Chicago 
suburban cases, 948 individuals. The use of 
services for MR children in the city appeared to be 
class related and race related, with Black 
admissions overrepresented in the lower socio- 
economic classes in comparison to White admis- 
sions. A greater percentage of city than of 
suburban admissions showed the MR child to be 
living outside of a nuclear family situation. More 
suburban cases were referred by private physicians, 
and a large percentage of suburban children also 
were referred by a public health agency. On the 
whole, the suburban pattern seemed to approxi- 
mate the general population of the suburbs. A 
stepwise multiple-discriminant analysis between 
city and suburban admissions indicated race as the 
best predictor, with employment and occupational 
Status, type of family structure, and certain 
referral agents also discriminating city admissions 
from suburban admissions to varying degrees. (15 
refs.) 


Illinois State Pediatric Institute 
1640 W. Roosevelt Road 
Chicago, Illinois 60608 


2624 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Recognizing and implementing 
for specific needs: behavior. In: Donlon, E. 
T.; & Burton, L. F. The Severely and 
Profoundly Handicapped: A_ Practical 
Approach to Teaching. New York, New 
York: Grune & Stratton, 1976, Chapter 2, 
pp. 188-198. 


Much of the disturbing behavior exhibited by the 
severely and profoundly handicapped child can be 
used to induce acceptable behavior or can be 
altered through behavior modification techniques. 
One of the most important reasons for stopping or 
changing a behavior is that it is preventing 
appropriate learning. Behavior that is difficult to 
handle also must be changed or eliminated. In 
some instances, the teacher can use what the child 
likes to do as a reward for something that is 
desired of him. Observation of the child’s likes and 
dislikes will reveal much about the child and 
permit the use of the most effective rewards for 
something he has done well. If tangible rewards are 


used, they should be accompanied by enthusiastic 
verbal praise and a tactile experience. Whatever 
approach is used should be firm. The learning 
atmosphere must be one of confidence, security, 
and structure if the optimum progress toward 
adjustment is to occur. Effective methods of 
punishment vary from child to child. When a child 
begins to act out and is restrained, he generally 
will react by changing his behavior. 


Clay County Learning Center 
Ashland, Alabama 


2625 DOBBS, R. H.; CREMER, R. J. Photo- 
therapy. Archives of Disease in Childhood, 
50(11):833-836, 1975. 


The history of the development of phototherapy 
for neonatal jaundice in England is recounted. 
Observations of the effects of fresh air and 
sunlight on neonatal jaundice stimulated an 
investigation of the action of sunlight on bilirubin 
and, ultimately, a search for an artificial light 
source that might be used to achieve the same 
results. A simple blue fluorescent tube, found by 
trial and error to be the best available source giving 
light of high intensity (420-448 pum), was 
somewhat less effective . than sunlight but, 
nevertheless, yielded promising results and was 
perhaps safer. Only negligible amounts of ultra- 
violet and infrared, and no ‘x’ irradiation, were 
emitted, and the heat generated was thought to be 
very beneficial for the babies, who would be naked 
during periods of illumination. Because of the 
simplicity, proven effectiveness, and safety of the 
treatment, the findings concerning it were 
submitted for publication in 1958, 10 years before 
phototherapy was virtually rediscovered in 
America. (5 refs.) 


Ahmadu Bello University 
Zaria, Nigeria 


2626 MERCATORIS, MICHAEL; HAHN, 
LAURENT G.; & CRAIGHEAD, W. 
EDWARD. Mentally retarded residents as 
paraprofessionals in modifying mealtime 
behavior. Journal of Abnormal Psychol- 
ogy, 84(3):299-302, 1975. 


An attempt was made to replicate earlier findings 
that mildly MR residents could function as reliable 
behavioral observers and to determine whether 
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such observers could function as behavioral change 
agents. In the first experiment, 2 mildly MR 
residents of one living unit (CA 39 and 28 years, 
years of institutionalization 23 and 7, respectively) 
served as reliable (mean reliability 95 percent) 
observers of the mealtime behaviors of 30 mildly 
to PMR chronic, institutionalized females (CA 20 
to 65 years) from another living unit. In the 
second experiment, the 2 observers graduated to 
become trainers of 15 of the original Ss (CA 21 to 
52 years), employed to modify the observed 
mealtime behaviors within a multiple baseline 
design. An experimental effect was demonstrated 
on 4 (proper use of napkin, clean face, clean table, 
and proper use of utensils) of the 5 target 
behaviors. (6 refs.) 


Palo Alto Veterans Administration 
Hospital 

3801 Miranda Avenue 

Palo Alto, California 


2627 DAVIES, T. S.; & WHITE, MARGARET. 
Droperidol for emotional states in sub- 
normal patients. British Medical Journal, 
2(5970):559, 1975. (Letter) 


Droperidol was used as the drug of choice for the 
treatment of hospitalized MR patients with acute 
schizophrenic episodes, attacks of manic behavior, 
violent aggression associated with epilepsy, and the 
sedation of autistic and brain-damaged patients 
with severe emotional disturbances. Given in 10 or 
20mg doses, the sedative effects were evident in 
about 30 minutes and lasted 4 hours. No dystonic 
symptoms were observed in over 100 occasions of 
use. Droperidol as a sedative is superior to 
paraldehyde, the phenothiazines, and haloperidol. 
(5 refs.) 


2628 GRANTHAN-MCGREGOR, S.; DESAI, P. 
A home visiting intervention programme 
with Jamaican mothers and children, 
Developmental Medicine and Child Neurol- 
ogy, 17(5):605-613, 1975. 


A home-visiting project was developed in Jamaica 
to help low-income mothers interact with their 
children to improve their mental development. 
The Ss who comprised index and control groups 
were boys and girls aged 34-40 months and their 
unemployed or partially employed mothers or 
guardians. A State Registered nurse and other 
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researchers visited the homes once a week to 
demonstrate books and toys to the mothers. 
Specific emphasis was given to teaching basic 
concepts: size, colors, shape, and quantity. The 
items used at each session were left in the homes 
for a week, then exchanged and rotated to other 
families. Prior to intervention, one researcher 
administered the Griffiths Mental Development 
Scales for Babies and Young Children and PPVT to 
all index and control children. At the end of the 
study a psychologist administered the Griffiths 
tests. Mean 1.Q.s of both groups were initially very 
similar, but after intervention the mean scores of 
the index Ss had risen by 13 points relative to the 
controls in both the Griffiths test and the PPVT. 
The study also found that the mothers’ knowledge 
of rearing had improved. 


University of the West Indies 
Kingston 7, Jamaica 


2629 GARFINKEL, BARRY D.; WEBSTER, 
CHRISTOPHER D.; & SLOMAN, LEON. 
Methylphenidate and caffeine in the 
treatment of children with minimal brain 
dysfunction. American Journal of 
Psychiatry, 132(7):723-728, 1975. 


In a 9 week study the therapeutic efficacy of 
caffeine, methylphenidate, and placebo in the 
treatment of children with minimal brain dysfunc- 
tion was examined. Two hypotheses were tested: 
1) caffeine and methylphenidate are equally 
effective in relieving the behavioral manifestations 
of minimal brain dysfunction; 2) caffeine and 
methylphenidate are superior to decaffeinated 
coffee and placebo in attenuating the symptoms of 
minimal brain dysfunction. Ss were patients at the 
Child and Adolescent Service and met the criteria 
for MBD: 1) hyperactivity; 2) short attention 
span; 3) impulsivity; 4) affective disturbance; 5) 
poor school performance; and 6) IQ of 90 or 
more. Conclusions of the study showed that a 
daily dosage of 160mg caffeine was not signifi- 
cantly more effective than placebo in controlling 
the behavioral manifestations of MBD. The 
evidence that the efficacy of 160mg of caffeine 
was inferior to 20mg of methylphenidate further 
supports the postulation that dopaminergic path- 
ways are involved in this disorder. The study 
suggests that controlled studies using a dopamine 
precursor (L-dopa) are warranted in order to 
delineate this hypothesis further. 


University of Toronto 
Toronto, Canada 
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2630 HAYES, THOMAS A.;_ PANITCH, 
MARTHA LOGAN; & BARKER, EILEEN. 
Imipramine dosage in children: a comment 
on “imipramine and electrocardiographic 
abnormalities in hyperactive children.” 
American fournal of Psychiatry, 
132(5):546-547, 1975. 


Weinberg and Associate’s study regarding the use 
of imipramine dosage in disturbed children raises 
certain questions: 1) Can the reported EKG 
changes be validly related to drug administration? 
2) Do these children exhibit a peculiar sensitivity 
to cardiovascular effects of imipramine? 3) What is 


the reaction of the FDA to these findings? 
Evidence indicates cardiovascular changes during 
imipramine therapy and cases of overdose. 
Changes include tachycardia, hypotension, T-wave 
abnormalities, ventricular extrasystoles, and 
bundle branch block. Recognized hazards in cases 
of overdose are persistent cardiac arrhythmias and 
delayed cardiovascular death. Evidence supports 
the belief that imipramine has additional uses in 
pediatric practice. Data also suggest that additional 
requests for the investigational use of this drug will 
be received. FDA will approve investigational 
protocols if the drug is administered in accordance 
with dosage levels established by FDA. 
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PROGRAMMATIC ASPECTS — Planning and legislative 


2631 EISENBERG, LEON. Medical ecology: the 
epidemiology of handicap. In: Bergsma, 
D.; & Pulver, A. E., eds. Developmental 
Disabilities: Psychologic and Social Impli- 
cations, (National Foundation-March of 
Dimes Birth Defects Original Article Series, 
Volume 12, Number 4.) New York, New 
York: Alan R. Liss, 1976. pp. 181-188. 


Progress in designing and in evaluating services is 
impossible without knowledge of the size and 
extent of the health problem, its distribution in 
the community, the longitudinal course of illness, 
and the long-term consequences of the services 
that have been provided. As medicine becomes 
more professionalized, the practitioner gets further 
and further removed from his client and becomes 
less and less responsive to his client’s perceptions 
of illness. In contrast, the indigenous healers were 
more sensitive to the personal and social aspects of 
illness, because these were the aspects in which 
they could intervene. The therapeutic benefit 
derived from medical presence is evidence for the 
mediating role of psychosocial factors in the 
genesis and maintenance, as well as repair, of 
illness experience. For most of its history, healing 
theory and practice have responded to psycho- 
social factors in symbolic and tacit ways. What is 
needed now is systematic social and behavioral 
research in medicine, supported by resources 
comparable in magnitude to those we have so 
profitably devoted to the biomedical enterprise. 
(10 refs.) 


Harvard Medical School 
Boston, Massachusetts 02115 


2622 Change in education: three policy papers 
on the implementation of the “Education 
for All Handicapped Children Act”, PL 
94-142. Washington, D.C.: Educational 
Testing Service, 1976. 43 pp. Available 
from ERIC Document Reproduction 
Service, Box 190, Arlington, Virginia 

22210. Price MF $0.83; HC $2.06, plus 

postage. Order No. ED12101 2. 


Three papers are presented which are intended to 
aid the implementation of The Education of All 
Handicapped Children Act (PL 94-142). The 
content, implementation and monitoring of 
individualized educational plans are examined, and 
the law’s major funding provisions are analyzed. 
The policy issues of inadequate resources, excess 
costs, erosion of services, state discretion, local 
education agencies’ eligibility, and the interaction 
of federal and state programs are reviewed. The 
need for a comprehensive program of identifica- 
tion of handicapped children is addressed in such 
terms as definitions of handicapped, responsibili- 
ties for identifying the children, agreement on 
type of federal regulations, and identification 
procedures. 


2633 NATHAN, RAYMOND. Mental Retarda- 
tion: Century of Decision. Report to the 
President. Washington, D.C.: President’s 
Committee on Mental Retardation, 1976. 
159 pp. Available from ERIC Document 
Reproduction Service, Box 190, Arlington, 
Virginia 22210. Price MF $0.83; HC $8.69, 
plus postage. Order No. ED121006. 


The 1975 report of the President’s Committee on 
Mental Retardation is presented. The report 
includes 11 chapters which examine the issues in 
the field and sets national guidelines for public 
education and prevention. Case studies are 
provided as illustrations throughout the text. The 
topics discussed include: an outline of goals, 
objectives, and recommendations; program costs 
and results; governmental objectives for insuring 
the effective use of public resources in MR; 
objectives to improving public attitudes; objectives 
pertaining to international cooperation for the 
resolution of the MR problem; objectives for the 
attainment of humane service systems; objectives 
for reducing the incidence of MR associated with 
social disadvantages; objectives and courses of 
action to ensure the right of every child to be born 
well; and future projections and their implications 
with respect to possible governmental initiatives. 
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2634 Handicapped persons: nondiscrimination. 
Part V. Washington, D.C.: Health, Educa- 
tion, and Welfare Department, 1976. 87 
pp. Available from ERIC Document 
Reproduction Service, Box 190, Arlington, 
Virginia 22210. Price MF $0.83; HC $4.67, 
plus postage. Order No. ED123823. 


Proposed rules regarding section 504 of the 
Rehabilitation Act of 1973, which prohibits 
discrimination in federal programs on the basis of 
handicap, are presented. The benefits, costs, and 
inflationary impact of implementing provisions 
related to the following areas of rehabilitation are 
detailed: health, welfare, and social services; higher 
education; preschool, elementary and secondary 
education; employment practices; and program 
accessibility. Subtopics of the act include educa- 
tion of institutionalized persons; admissions, 
housing, health and insurance; free education and 
nonacademic services; compensation and fringe 
benefits; and existing facilities and new construc- 
tion. 


2635 North Carolina University. Training for DD 
Council Orientation. Paul, James, et al. 
Chapel Hill, North Carolina: Frank Porter 
Graham Center, 1976. 119 pp. Available 
trom ERIC Document Reproduction 
Service, Box 190, Arlington, Virginia 
22210. Price MF $0.83; HC $6.01, plus 
postage. Order No. ED123824. 


A resource handbook for Developmental Disabili- 
ties Councils is presented. The guide concerns 
planning orientation training for council members, 
and includes instructions for designing and 
implementing orientation activities. The material, 
which is drawn from 3 1975 regional conferences, 
reviews 3 major presentations on orientation 
principles, advocacy and planning. The utilization 
of a case study, videotaping and force field 
analysis are among the training techniques 
analyzed. Conference agendas and evaluation, and 
an annotated resource list are provided in an 
appendix. 


2636 NATHAN, RAYMOND. Mental retarda- 
tion: trends in state services. Washington, 
D.C.: Presidents Committee on Mental 
Retardation, 1976. 47 pp. Available from 
ERIC Document Reproduction Service, 
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Box 190, Arlington, Virginia 22210. Price 
MF $0.83; HC $2.06, plus postage. Order 
No. ED121031. 


Telephone interviews were conducted with 51 
state MR coordinators in order to identify trends 
in state and local programs for MR _ persons. 
Information was obtained on such topics as the 
effects of recent legal rights developments, the 
impact of federal assistance, program trends, 
budgetary trends, the role of the private sector, 
regional and local service patterns, and the 
organization of state services. It was found that: 
38 state coordinators ranked Medicaid and social 
services as the most important sources of federal 
revenue; 20 respondents reported the area of 
community services as the fastest growing segment 
of their budget; almost all states were imple- 
menting a form of regional or county based service 
delivery system; and 29 states and the District of 
Columbia have made major realignments in MR 
services over the past 5 years. 


2637 KINDRED, MICHAEL; O’NEILL, C. W.; 
KOPP, WILLIAM A.; ROSENBAUM, 
CHRISTINE; & MAYS, MAXINE. Legisla- 
tive prevention strategies: a panel discus- 
sion. In: Ohio. Mental Health and MR 
Department. Proceedings of the Seminar 
on Preventing MR and Developmental 
Disabilities, held Columbus, Ohio, May 
12-13, 1976. (Prevention and Education 
Section, Office of Education and Train- 
ing.) Columbus, Ohio, 1976, pp. 56-58. 


While major legislative prevention strategies are 
available to legislators concerned with the 
prevention of MR and developmental disabilities, 
to date no one in the legislative context has clearly 
identified prevention as a legislative goal. Research 
and study, education, counseling, and treatment, 
and legislation and possible litigation all must be 
used in combination in order to achieve success in 
the area of prevention. Perhaps the prevention of 
MR and developmental disabilities can be served 
best through comprehensive and total planning 
services rather than through specific disease 
legislation. Successful prevention is necessarily 
dependent upon a broader based public education 
effort and more effective communication between 
the various groups and individuals concerned with 
prevention. Consumer advocates must organize 
their efforts carefully if they wish to influence 
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legislative action. In general, legislators should not 
be criticized until they are asked for something in 
a concrete and specific fashion. 


College of Law 
Ohio State University 
Columbus, Ohio 


2638 BOGGS, ELIZABETH M. The making of 
public policy: what others do with what 
we say we know. In: Bergsma, D.; & 
Pulver, A. E., eds. Developmental Disabili- 
ties: Psychologic and Social Implications. 
(National Foundation-March of Dimes 
Birth Defects Original Article Series, 
Volume 12, Number 4.) New York, New 
York: Alan R. Liss, 1976. pp. 149-161. 


From a service point of view, the long-term 
management of chronic disabilities originating in 
early life can be addressed best by emphasizing 
criteria other than diagnostic categories. Some 
have stressed the need to approach classification 
from an ecologic standpoint, that is, to consider 
the child’s intrinsic deficits in the context of his 
interaction with his social and physical environ- 
ment. Early in the developmental period, edu- 
cational intervention based upon developmental 
rather than disease-specific criteria can be critical. 
Eventual identification of the disability as one 
likely to persist may trigger a rearrangement of 
familial and societal priorities for that individual as 
compared to others, based upon unstated princi- 
ples of triage. Sensing this, the developing 
personality is at further risk. For numerous 
reasons, the individual is likely to be devalued in 
the perception of both the public and most 
professionals. It requires an atypical professional 
orientation for one to be willing to offer 
supportive social and therapeutic service on an 
open-ended basis. Technology assessment should 
be utilized by professional practitioners involved 
primarily with disabled children. (27 refs.) 


National Association for 
Retarded Citizens 
Washington, D.C. 20005 


2639 U.S. Congress. Senate. Labor and Public 
Welfare, Committee on. Rehabilitation and 
Developmental Disabilities Legislation 
(Public Law 93-112; Public Law 93-516; 
Public Law 88-164; and Public Law 


875 


94-103). (Subcommittee on the Handi- 
capped). Superintendent of Documents, 
U.S. Government Printing Office, 1976, 70 


pp. 


A compilation of the Rehabilitation Act of 1973 
(Public Law 93-112), as amended by the 
Rehabilitation Act Amendments of 1974 (Public 
Law 93-516), and the Developmental Disabilities 
Services and Facilities Construction Act (Public 
Law 88-164), as amended by the Developmentally 
Disabled Assistance and Bill of Rights Act of 1975 
(Public Law 94-103), is presented. Anticipation of 
legislative review of the operation of the 
Rehabilitation Act and interest in the recently 
enacted developmental disabilities amendments 
prompted the provision of this body of laws in 
concise form. 


2640 U.S. President. MR 74: a friend in 
Washington. (President’s Mental Retarda- 
tion Committee.) Washington, D.C., 1975. 
45 pp. Available from ERIC Document 
Reproduction Service, Box 190, Arlington, 
Virginia 22210. Price MF $0.76; HC $1.95. 
plus postage. Order No. ED115021. 


The actions taken by the President’s Committee 
on Mental Retardation (PCMR) in 1974 are 
described. Presidential statements regarding the 
MR are reviewed, and summaries are presented of 
committee conferences, such as the conference on 
early intervention. PCMR involvement in such 
areas as youth affairs, administrative manpower, 
and transportation is discussed, as well as 
involvement in nontraditional approaches, techni- 
cal assistance and liaison, supplemental security 
income, recreation, public information, preven- 
tion, the MR offender, legislation, legal rights, 
international affairs, housing, federal programs, 
energy and the economy, employment, education, 
deinstitutionalization, consumer information, and 


advocacy. Suggestions obtained from regional 
PCMR forums are also included. 
2641 California. Legislature. House. Public 


Hearing on House Resolution 53--A Re- 
view of California’s Programs for the 
Developmentally Disabled. (Assembly Sub- 
committee on Mental Health and Develop- 
mental Disabilities.) San Diego, California, 
December 17, 1975, 224 pp. 

















A transcript of the third public hearing on the 
strengths and weaknesses of California’s state 
system for the developmentally disabled is 
presented. The comments of 16. individual 
speakers are included. The various planning 
activities conducted on behalf of the develop- 
mentally disabled are outlined, and issues con- 
cerning education and rehabilitation, among other 
important problems related to the developmental- 
ly disabled population, are discussed. A letter from 
the medical director of Central Valley Regional 
Center and testimony presented by a spokesman 
for the Southern California Rehabilitation Associa- 
tion, Chapter of National Rehabilitation Associ- 
ation, the California Association of Rehabilitation 
Facilities, and the San Gabriel Valley Training 
Center (Bassett, California) are appended. 


2642 West Virginia. Mental Retardation Com- 
mission. Planning for the Developmentally 
Disabled: Developmental Disabilities Ser- 
vices and Facilities Construction Act of 
1970 (P. L. 91-517). Charleston, West 
Virginia, 1975, 78 pp. 


A state plan is presented in conformance with the 
Developmental Disabilities Services and Facilities 
Construction Act of 1970 (P. L. 91-517). The 
general program administration and _ financial 
administration of services and facilities to be 
provided for the developmentally disabled in West 
Virginia are outlined, and the goals and objectives 
of services and facilities are specified. Appendices 
provide an estimation of projected services and 
projected needs by regions and include the 
Affirmative Action Plan for Equal Employment 
Opportunity adopted by the West Virginia 
Commission on MR and the Commission’s 
1973-74 Annual Report. 


2643 California. Legislature. House. Public 
Hearing on House Resolution 53--A Re- 
view of California’s Programs for the 
Developmentally Disabled. (Assembly 
Committee on Mental Health and Develop- 
mental Disabilities.) Los Angeles, Califor- 
nia, October 21, 1975, 170 pp. 


A transcript of a public discussion of California’s 
state system for the developmentally disabled 
population is presented. Seventeen knowledgeable 
people in the field comprise the discussion panel. 
An overview of services in the state that are 
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presently available to the developmentally disabled 
is provided, and the method of budgeting for this 
segment of the population is discussed. The level 
and quality of programs are considered, and 
recommendations for improving them are pro- 
posed. 


2644 New SRS administrator talks strategy. 
Social and _ Rehabilitation Record, 
3(5):10-14, 1976. 


Robert Fulton, the new administrator of the 
Social and Rehabilitation Service (SRS) of the 
U.S. Department of Health, Education, and 
Welfare, considers his first priorities to ensure that 
SRS management is good, that the program 
designs are understood by SRS personnel, and that 
problems are remedied wherever possible. It is as 
important to emphasize the good things that SRS 
is achieving as to present problems and difficulties 
and to seek changes in statutes. SRS must be in 
the forefront of strategies to open communica- 
tions and to find new ways of carrying on dialogue 
with the public and the various organizations with 
which it works. Through the Early and Periodic 
Screening, Diagnosis and Treatment program 
(EPSDT), only 3 to 4 million out of an eligible 
child population of 13 to 14 million are currently 
being screened. EPSDT has an obligation to inform 
people of the available services, to deliver 
screening services when requested, and to follow 
up on health problems to ensure that children 
receive treatment. Efforts will be continued to get 
EPSDT implemented effectively in every state and 
in every area of each state. In addition to EPSDT, 
SRS sponsors Aid to Families with Dependent 
Children, Medicaid, and social services. 


2645 U.S. Congress. Senate. Public law 94-142, 
94th Congress, S. 6, November 29, 1975; 
an act to amend the Education of the 
Handicapped Act to provide educational 
assistance to all handicapped children, and 
for other purposes. Washington, D.C.: 
Superintendent of Documents, U.S. Gov- 
ernment Printing Office, 1975, 25 pp. 
Available from ERIC Document Repro- 
duction Service, Box 190, Arlington, 
Virginia 22210. Price MF $0.76; HC $1.58, 
plus postage. Order No. ED116425. 


The text of the Education for All Handicapped 
Children Act of 1975 (Public Law 94-142) is 
reviewed. The Act is an amendment to the 
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Education of the Handicapped Act, and provides: 
a new funding formula which would allow money 
to be appropriated directly to local school districts 
on an entitlement basis, as well as to state 
education agencies; incentives to local school 
districts and states to offer preschool services; and 
a strict due process guarantee. Amendments 
pertaining to media centers for the handicapped, 
the removal of architectural barriers, and employ- 
ment of handicapped individuals are also included. 
Other issues reviewed in the Act include: state 
educational agency payments, incentive grants, 
evaluation of authorized programs, withholding 
and judicial review when an agency does not 
comply with provisions, administration of edu- 
cational programs, procedural safeguards con- 
cerning the provision of free appropriate public 
education, procedures for applying for financial 
aid, assistance in terms of state plans, eligibility, 
and entitlements and allocations. Definitions are 
provided of such terms as special education and 
individualized education program. 


2646 U.S. President. Committe on Mental 
Retardation. Mental retardation and the 
law: a report on status of current court 
cases. Friedman, Paul R.; & Beck, Ronna 
Lee. Washington, D.C., 1975. 111 pp. 
Available from ERIC Document Repro- 
duction Service, Box 190, Arlington, 
Virginia 22210. Price MF $0.76; HC $5.70, 
plus postage. Order No. ED115051. 





The status of current court cases with implications 
for the MR is reviewed, with emphasis on an 
analysis of the decision of the U.S. Supreme Court 
in O’Connor v. Donaldson. Updated summaries of 
104 court cases are offered, which cover the 
following issues: architectural barriers, classifi- 
cation, zoning, voting, treatment, sterilization, 
commitment, custody, education, employment, 
guardianship, and protection from harm. 


2647 PARK, LESLIE D. Barriers to normality 
for the handicapped adult in the United 
States. Rehabilitation Literature, 
36(4):108-111, 1975. 


Barriers to normality for handicapped adults in the 
United States are: 1) a confused value system by a 
confused government makes normalization for the 
handicapped virtually impossible; 2) the mobility 
dilemma; 3) the lack of an entry system for 
adolescents in the world of work; and 4) lack of 
implemented technology (bioengineering). Volun- 
tary agencies can assist in the removal of some 
barriers by providing examples in their own 
policies that can influence government policies. 
Rehabilitation personnel must clearly define their 
goals, implement them, and evaluate them. 
Religion should be suggested to the handicapped 
as a possible motivating factor in their lives. The 
handicapped must play a role in altering existing 
attitudes. 


United Cerebral Palsy of New York 
City, Inc. 
New York, New York 
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2648 MAY, ALBERT. Good health for rural 
kids. Social and Rehabilitation Record, 
3(6):12-16, 1976. 


The Early and Periodic Screening, Diagnosis and 
Treatment (EPSDT) program was instituted for a 
poor rural population in a 5-county area of Ohio. 
Efforts were coordinated to streamline the 


acquisition and interagency routing of patient 
information. Under the program, social workers 
visited the homes of eligible patients and took 
sociomedical histories. The time lapse between 





these visits and clinic screening often allowed the 
parents or children to enlarge upon previous 
answers and, therefore, to furnish more precise 
information. Innovative scheduling and billing 
procedures were implemented, and transportation 
was facilitated. Following the screening process, 
needed diagnostic tests or treatment were to be 
done either by the family doctor or the clinic, at 
the family’s choice. The result of this cooperative 
effort and monitoring of patients after screening 
was that within 6 months after the first screening, 
87 percent of the children requiring dental care 
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and 83 percent requiring further medical care were 
receiving it. Only 10 percent of the treated 
children had ever had an on-going program of 
treatment. As a group, they were substantially 
deficient in polio immunization. 


Frederick C. Smith Clinic 
Marion, Ohio 


2649 Syracuse University. Barrier free access to 
the man-made environment -- A review of 
current literature. Interim report. Stein- 
feld, Edward. Syracuse, New York: School 
of Architecture, 1975. 45 pp. Available 
from ERIC Document Reproduction Ser- 
vice, Box 190, Arlington, Virginia 22210. 
Price MF $0.83; HC $2.06, plus postage. 
Order No. ED123855. 


Current literature on barrier free design for 
disabled individuals is reviewed in the interim 
report on revision of the existing American 
National Standards Institute provision. Topics 
which are discussed include: recommendations on 
design features; analysis of building products, 
including a suggested matrix for use in evaluating 
such products as plumbing fixtures, telephone 
booths, and refrigerators; spatial behavior of 
disabled persons; review of human factors research 
on functional anthropometry, biomechanics, infor- 
mation display and specific task environments; 
standards and building codes review, including 
tables on scope of state and federal regulations; 
and demographic aspects, including information 
on task dysfunctions of disabled persons related to 
architectural building elements, and the history of 
access as a Civil right. 


2650 South Carolina. Mental Retardation De- 
partment. Outreach: Half-Decade of Pro- 
gress, 1969-1974 - A Report to the 
Citizens of South Carolina, Columbia, 
South Carolina, 1975, 23 pp. 


The story of the South Carolina Department of 
MR from 1969 to 1974 is presented. Progress 
made in the areas of legislation, service delivery, 
funding, staffing, community service programs, 
residential service improvements, service delivery 
and admissions, alternative living arrangements, 
special programs, interagency cooperation, public 
awareness, and national recognition of the new 
philosophy and programs of the Department is 
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reviewed. Developments in the area of services for 
MRs in the Coastal, Pee Dee, and Midlands 
Regions of South Carolina are summarized. 


South Carolina Department of MR 
P.O. Box 4706 
Columbia, South Carolina 29240 


2651 WEINBERG, ANDREW DAVID; & NEU, 
RICHARD L. Care of the pre-school 
handicapped. Lancet, 2(7948):1303-1304, 
1975. (Letter) 


Excellent results have been reported in a Child 
Awareness Program established to allow medical 
and allied health students of the Upstate Medical 
Center (Syracuse, New York) to initiate and run 
programs and workshops for emotionally dis- 
turbed, physically handicapped, and MR children. 
First-year and second-year students were invited to 
participate in programs that were set up with the 
various community agencies. Engineering students 
designed and built therapeutic and recreational 
toys and equipment not generally available 
commercially. Cooperation between students and 
staff has been excellent. The use of students’ 
efforts during their free evenings led to more 
efficient utilization of facilities and realization of a 
valuable adjunct to daytime staff-led programs. 
The students gained very valuable experience not 
available to them in the lecture hall. (2 refs.) 


1607 80 Presidential Plaza 
Syracuse, New York 13202 


2652 WICKEY, JANE M.; & HARTMAN, 
BARBARA L. The coalition approach to 
improved services for handicapped children 
in the Baltimore region. Final Report. 
Baltimore, Maryland: Models of Delivery 
Systems, Inc., 1976. 80 pp. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.83; HC $4.67, plus postage. Order 
No. ED123830. 


The final report is presented of a 1-year project 
designed to determine the possibility of coordi- 
nating services for handicapped children in the 
Baltimore, Maryland, area by providing technical 
assistance to coalitions of decision makers at the 
local and regional levels. Aspects of the project 
which are reviewed include the role of Models of 





“zy —- a> aaa —_ - 


26 





PROGRAMMATIC ASPECTS 2653-2655 





Delivery Systems, Inc., a nonprofit corporation; 
the problem of lack of coordination; the coalition 
approach; project objectives; and interdependence 
of coalition and the model. The establishment of 
coalitions for handicapped children at the regional, 
county, and state levels is reported, and 2 models 
which evolved during the project, one designed to 
meet agency needs, and the other designed to 
benefit the consumer, are reviewed. It is stressed 
that staff support is needed for sucessful 
coordination. Information is provided on assess- 
ment of the interagency network in each 
jurisdiction, identified gaps in services, and direct 
services which exist specifically for handicapped 
children. Appendices include a sample coalition 
project questionnaire form, copies of county and 
city project proposals, a table on coalition 
members, and an overview of the coalition 
approach project. 


2653 GRUNEWALD, KARL. Day centers for 
mentally retarded adults. Brussels, Bel- 
gium: International League of Societies for 
the Mentally Handicapped, 1975. 71 pp. 
Available from International League of 
Societies for the Mentally Handicapped, 
Secretariat: rue Forestiere, 12 - B-1050 
Bruxelles, Belgium. Price: 5 Swiss Francs. 


The practical planning and operational aspects of 
day care centers for MR adults who cannot 
participate in sheltered workshops are examined in 
a booklet based on a conference held in Sweden in 
1971. Topics which are’ reviewed include: 
schedules; work training; compensation; activity 
content, including training in daily living activities 
and motor skills; conferences, including goal 
planning and client meetings; personnel allocations 
and functions; design to accommodate self-care 
training, meals and vocational training in a 
barrier-free atmosphere; size; and facility location 
in relation to transportation, community services 
and group homes. Diagrams of sample facility 
designs are appended. 


2654 Maine. Mental Health & Corrections 
Department. New Directions for Maine’s 
Developmentally Disabled: State Plan FY 
76. (Bureau of MR. Council on Develop- 
mental Disabilities.) Augusta, Maine, 1975, 
45 pp. 
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A state plan for Maine’s developmentally disabled 
at the regional level is presented. Priorities are 
discussed, and the planning process of the 
Regional Developmental Disabilities Committee is 
described. The population aggregate, service needs 
and availability, resources, constraints, and actions 
taken are outlined for each of the 6 regions of the 
state. 


Department of Mental Health 
& Corrections 

Bureau of MR 

Maine Council on Developmental 
Disabilities 

Augusta, Maine 


2655 LEVIN, LOWELL S. Developmental dis- 
abilities: educating the public. In: Berg- 
sma, D.; & Pulver, A. E., eds. Develop- 
mental Disabilities: Psychologic and Social 
Implications, (National Foundation-March 
of Dimes Birth Defects Original Article 
Series, Volume 12, Number 4.) New York, 
New York: Alan R. Liss, 1976, pp. 
171-179. 


Significant changes in public behavior regarding 
the developmentally disabled can occur only 
through more fundamental shifts in the public’s 
orientation towards itself as the universal and 
primary resource in health and as secure and 
confident in that role. The subsequent demystifi- 
cation of health, disease, and disability should 
result in a corollary dissolution of the prejudicial 
behavior towards the developmentally disabled. 
Mainstreaming the developmentally disabled is one 
useful and necessary approach, but we must 
simultaneously broaden and deepen the perspec- 
tive and the competence of the mainstream itself 
to ensure that we are not merely substituting 
tolerance and benevolence for the goal of a mature 
and interdependent society. The strengthening of 
lay competence in decision making and the 
strengthening of confidence in primary self-care 
competence must be expected to create a 
psychologic environment conducive to significant 
changes in public perspectives on developmental 
disability and its collective behavioral response. 
Newly designated Health Service areas may offer 
ideal experimental environments for undertaking 
an educational strategy of the self-determining 
type. (8 refs.) 


Department of Epidemiology 

and Public Health 
Yale University School of Medicine 
New Haven, Connecticut 06510 
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2656 MORRIS, ROBERT. Alternative forms of 
care for the disabled: developing communi- 
ty services. In: Bergsma, D.; & Pulver, A. 
E., eds. Developmental _ Disabilities: 
Psychologic and Social Implications. 
(National Foundation-March of Dimes 
Birth Defects Original Article Series, 
Volume 12, Number 4.) New York, New 
York: Alan R. Liss, 1976, pp. 127-136. 


The problem of developing community services 
must be attacked with the recognition of a radical 
shift in the nature of the health problem in this 
country, a shift accounted for by technical 
capacity to keep fragile infants alive, to keep the 
young, severely injured alive for decades (spinal 
cord injuries), and to keep older adults with severe 
disabilities alive for years. The disabled person 
with close family ties and _ willing family 
caretakers, the disabled with available families who 
have difficulty or reluctance in providing care, and 
the disabled without family ties all must be 
considered when community services are planned. 
No major policy approach in the United States 
takes into account the growing proportion as well 
as number of persons who, with their disability, 
require continuing, long-term, perhaps permanent 
attention from another individual, the costs of 
which are in excess of the normal living 
expenditures for the well, able-bodied individual 
or family. Existing demonstrations and experi- 
ments are steps along the road to a policy jointly 
considering medical care and social provision for 
the long-term disabled. Further study and policy 
evolution are urgently needed. (7 refs.) 


Levinson Policy Institute 
Brandeis University 
Waltham, Massachusetts 02154 


2657 BENISON, SAUL. An interpretation of the 
early evolution of care and treatment of 
crippled children in the United States. In: 
Bergsma, D.; & Pulver, A. E., eds. 
Developmental Disabilities: Psychologic 
and Social Implications. (National Founda- 
tion-March of Dimes Birth Defects Original 
Article Series, Volume 12, Number 4.) 
New York, New York: Alan R. Liss, 1976. 
pp. 103-115. 


The history of the development of the care of 
crippled and handicapped children in the United 
States is in part the history of the development of 


orthopedic surgery and pediatrics during the 
nineteenth and early twentieth centuries. The 
nineteenth century was marked by the rather rapid 
emergence of formal instruction in orthopedic 
surgery and the tendency of many orthopedic 
pioneers to organize special hospitals for the 
treatment of crippled and deformed children. The 
hospital became concerned with the rehabilitation 
of the crippled patient and also became a training 
ground for orthopedists. These developments 
provided a fulcrum for the evolution of care in the 
twentieth century. While the immediate concerns 
of pediatrics were not repair and rehabilitation, 
pediatrics nevertheless also played a singular role 
in this evolution. Its importance stems from its 
contributions to preventive medicine and, more 
especially, its role in fostering a social environment 
conducive to the optimum growth of children. In 
the present century, The National Foundation 
complemented the accomplishments of New Deal 
federal programs. (55 refs.) 


University of Cincinnati 
Cincinnati, Ohio 45221 


2658 PLESS, IVAN B. Individual and family 
needs in the health care of children with 
developmental disorders. In: Bergsma, D.; 
& Pulver, A. E., eds. Developmental 
Disabilities: Psychologic and Social Impli- 
cations. (National Foundation-March of 
Dimes Birth Defects Original Article Series, 
Volume 12, Number 4.) New York, New 
York: Alan R. Liss, 1976, pp. 91-102. 


A review of studies of the patterns of health care 
received by children with developmental disorders 
indicates that while some of the quantitative 
aspects of health care provided for these children 
may be adequate, the qualitative aspects of their 
care are sadly deficient. Most children with major 
physical disorders are detected reasonably early in 
their communities and receive reasonably good 
medical care thereafter. On the other hand, a 
majority of those with the more subtle develop- 
mental disorders, such as those which affect 
speech or learning and minor forms of MR, remain 
undetected. On the whole, the evidence suggests a 
lack of imagination and courage in the develop- 
ment of health care programs, narrow and 
unbalanced medical training, and formidable 
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barriers resulting from the way that health care is 
organized and delivered in most Western countries. 
(21 refs.) 


Department of Pediatrics 
McGill University 
Montreal, PQ H3H 1P3 
Canada 


2659 SOLNIT, ALBERT Jj. Obstacles to pro- 
viding psychologic services to disabled 
children and their families. In: Bergsma, 
D.; & Pulver, A. E., eds. Developmental 
Disabilities: Psychologic and Social Impli- 
cations, (National Foundation-March of 
Dimes Birth Defects Original Article Series, 
Volume 12, Number 4.) New York, New 
York: Alan R. Liss, 1976, pp. 85-90. 


Three major categories of problems exist in the 
development of mental health services for 
children. First, the rights and priorities of children 
in our society usually are pushed aside in favor of 
the needs of adults. In the family as we know it, 
children have come to represent both the 
replacements for their parents and their hopes for 
immortality. These representations are powerful 
and ambivalent, having a potential range from the 
most intense love to the most fearful resentment. 
Thus, the ambivalent psychologic roots and 
complexities of parents who serve as advocates for 
their children have deepened, and the disabled 
child heightens this ambivalence because the 
increased negative feelings are unacceptable. 
Second, the deveiopmental complexities of child- 
hood tend to be oversimplified. The resulting lack 
of precision tends to blur knowledge of the 
so-called natural course of illness and the impact 
of various treatment modalities. Third, the need to 
coordinate multidisciplinary teams and services for 
children continues to confront us. 


Child Study Center 
Yale University 
New Haven, Connecticut 06520 


2660 Rhode Island. Rhode Island Department of 
Mental Health, Retardation and Hospitals, 
1974-1975. 20 pp. 


The activities of the Office of the Director and the 
Mental Health, Rehabilitative Services, MR, 
Management Services, Facilities and Maintenance 


881 


Services, and Planning, Budgeting and Program 
Evaluation Divisions of the Rhode Island Depart- 
ment of Mental Health, Retardation and Hospitals 
are described. Within the Division of MR, 
community programs, community residences, and 
social work services are provided for MR citizens. 
Essential developmental disability services that are 
offered include early screening, diagnosis and 
evaluation of developmentally disabled children, 
the protection of human rights, and the provision 
of cross-disciplinary intervention and training 
programs for the multiply handicapped. 


2661 Utah State University. The Telepac Pro- 
ject: a service delivery model for the 
severely handicapped in rural areas. Hof- 
meister, Alan M.; & Atkinson, Charles A. 
Logan, Utah, 1975, 17 pp. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.76; HC $1.58, plus postage. Order 
No. ED114237. 


The Utah State University Telepac Project was 
designed to provide service delivery to homebound 
handicapped children living in rural areas by 
effectively utilizing limited numbers of profes 
sional personnel. In addition to employing 
instructional packaging and telecommunications 
technology, Telepac uses parents as a_ basic 
treatment resource. The Homebound Handicapped 
Resource Center (HHRC), the major component 
of the Telepact Project, services the home, a local 
program monitor (LPM), and a local parent group, 
and includes a telecommunications sytem, a 
multimedia collection, a curriculum resource unit, 
and a parent resource library. The LPM is a 
professional who coordinates liaison with HHRC, 
notification and involvement of the parents, and 
identification and screening of potential families. 
The telecommunications system uses standard 
telephones equipped with intercoms and encour- 
ages interaction between parents, HHRC, the LPM 
and consultant services. The curriculum resource 
unit organizes and distributes Parent Involvement 
Packages which provide for involvement of LPM, 
training parents, and training the child in the 
home. These packages are supplemented by the 
multimedia collection and the parent resource 
library. 
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2662 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Family concerns and other 
considerations: advocacy. In: Donlon, E. 
T.; & Burton, L. F. The Severely and 
Profoundly Handicapped: A Practical Ap- 
proach to Teaching. New York, New York: 
Grune & Stratton, 1976, Chapter 3, pp. 
239-245. 


Advocacy is a crucial part of interpreting the 
special needs of and promoting the acceptance of 
the handicapped child, yet no advocacy program 
exists for severely and profoundly handicapped 
youngsters. In fact, there are few, if any, programs 
organized for any group. Such programs are almost 
the only answer to ensuring the fullest integration 
of an individual into the community, and they 
should be started. The person who will be 
advocating for a child in the community should 
possess certain characteristics to ensure accep- 
tance, cooperation, and communication with the 
community. Some feeling for the negotiation 
process is essential. This person knows the child 
and his problems and will be entering into the 
plans for solution, and he will be dedicated to 
principles and practices that are basic to the 
handicapped person’s living as full a life as possible 
in the community. He must maintain a realistic 
stance as to what can be accomplished. He must be 
able to be specific and, when results occur, have a 
way to recognize them. Individuals in all walks of 
life and areas of government can assume the role 
of advocate. 


Clay County Learning Center 
Ashland, Alabama 


2663 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Family concerns and other 
considerations: learning to live together. 
In: Donlon, E. T.; & Burton, L. F. The 
Severely and Profoundly Handicapped: A 
Practical Approach to Teaching. New 
York, New York: Grune & Stratton, 1976, 
Chapter 3, pp. 231-236. 


The successful integration of the severely and 
profoundly handicapped person into the com- 
munity requires prior planning and learning. It is 
important to have as much knowledge as possible 
about the community. The severely and pro- 
foundly handicapped individual may graduate 
from his school program with good skills in many 
areas, but they probably will not be used 


appropriately if they have not been adapted to the 
community. Community acceptance is possible 
only when a person has the basic knowledge and 
skills for survival. Broad ranges of acceptability 
include the individual who can coexist as an 
independent member of society with little or no 
outside help, as well as the individual who has 
needs that can be met by _ individuals or 
organizations operating within the community. In 
obtaining information on a community, attitudes 
are probably the most difficult component to 
measure. If behavior is observed objectively and 
expectations are realistic, both positive and 
negative attitudes can be dealt with appropriately. 


Clay County Learning Center 
Ashland, Alabama 


2664 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Family concerns and other 
considerations: severely and profoundly 
handicapped in the community. In: Don- 
lon, E. T.; & Burton, L. F. The Severely 
and Profoundly Handicapped: A Practical 
Approach to Teaching. New York, New 
York: Grune & Stratton, 1976, Chapter 3, 
pp. 224-231. 


Most of the educational goals of the handicapped 
as well as the nonhandicapped are related directly 
to community adjustment. Most severely and 
profoundly handicapped persons can remain 
within the tolerable limits prescribed by society 
and participate in community life, and educational 
programs should have stated goals that clearly 
recognize these facts. While the development of 
self-care skills is of direct concern early in the 
school program, the fact that the children have 
several limitations makes it necessary to be more 
specific for longer periods of time so that their 
living habits can become culturally acceptable. The 
educational program should be concerned with the 
difference between the necessity for exploration at 
one developmental stage and the need to replace it 
with more culturally acceptable skills when it is no 
longer needed. The school plays an important part 
in providing experience in many alternate ways to 
use leisure time creatively and healthfully. The 
economic needs of a handicapped person are 
related to many aspects of community living. 
Thus, it is important that this individual be taught 
how to spend responsibly and how to deal with 
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material possessions. Social adjustment in a 
community should be another major goa! of any 
educational program. 


Clay County Learning Center 
Ashland, Alabama 


2665 West Virginia. Mental Retardation Com- 
mission. State Plan for Deinstitutionaliza- 
tion and Institutional Reform of the 
Developmentally Disabled, (Council on 
Developmental Disabilities.) Charleston, 
West Virginia, 1975, 103 pp. 


A strategy for developing a service system that is 
community-based, continuous, and integrated with 
existing community resources in order to assist the 
developmentally disabled to remain in or return to 
the community is presented. The underlying bases 
of the present system of services to the 
developmentally disabled are examined. The first 
attempt to complete a detailed survey of a sample 
of the institutionalized MR population in West 
Virginia is described, and recommendations are 
provided. Appendices include copies of the 
Ranking of Characteristics Questionnaire Form 
and 16 Services Questionnaire and state maps 
designating group home and sheltered employment 
projects. (13 refs.; 27-item bibliog.) 

CONTENTS: Introduction. Results of a Sample 
Survey of Developmentally Disabled Persons in 
Three West Virginia Institutions; Deinstitutionali- 
zation; Institutional Reform; Overview. 


2666 Introduction. In: West Virginia. Mental 
Retardation Commission. State Plan for 
Deinstitutionalization and Institutional Re- 
form of the Developmentally Disabled. 
(Council on Developmental Disabilities.) 
Charleston, West Virginia, 1975, Section I, 


pp. 1-10. 


The nature of the present system of services to the 
developmentally disabled is that multiple delivery 
systems exist both at the state and federal levels 
under a variety of short-term and on-going 
legislative and administrative authorities. In short, 
the system is a fragmented one, with each portion 
typically having a centralized authority and 
responsibility. Historically, fragmentation is con- 
nected with the issues of personal mobility and 
provision of services, as well as centralization. New 
priorities of services demand attention to both 
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primary and secondary prevention in the com- 
munity and services to individuals now in 
institutions for the purposes of assisting the 
maximum number to return to the community. A 
model that starts with part of the system and 
works from the outside in, such as the series of 
community-based facilities with authority for 
patients in state hospital geographic units from 
their locale being developed by the Massachusetts 
mental health system, appears to offer both 
decentralization and development of integrated 
and continuous services and to provide greater 
flexibility and responsiveness. 


State Capitol Building 
Charleston, West Virginia 25305 


2667 George Peabody College for Teachers. 
Tennessee Directory of Services for the 
Developmentally Disabled, 1975. (john F. 
Kennedy Center for Research on Educa- 
tion and Human Development.) Nashville, 
Tennessee, 1975, 303 pp. 


The agencies and service facilities for the 
developmentally disabled in Tennessee are listed. 
The region-based organizational format specifies 
services first by regions, then by counties, and 
finally by agencies within those counties. The 
directory is intended to serve as a comprehensive 
referral and information resource and will be 
revised periodically. Appendices describe 
CHAMPUS, County Agents for Children, various 
educational cooperatives, Head Start, and the 
Tennessee Association for Retarded Citizens and 
provide a list of Tennessee Development District 
Offices. 


Nashville, Tennessee 37203 


2668 How do you measure a miracle? A report 
from the Texas Department of Mental 
Health and Mental Retardation: 1975. 
Impact, 5(4), 1975, 47 pp. 


The annual report of the Texas Department of 
Mental Health and MR for fiscal year 1975 is 
presented. The efforts of mental health care 
workers and specialists and the successes of the 
mentally disabled are documented. Facilities 
ranging from nursing homes, regional centers, and 
community living schools to state schools and 
state hospitals are discussed in terms of the 
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services provided. Individual case studies are 
reported. Statistical data on participation in and 
appropriations for the various mental health 
facilities are presented graphically. 


Box 12668 
Capitol Station 
Austin, Texas 78711 


2669 North Carolina University. Planning for 
Connecticut’s developmentally disabled. 
Weischadle, David E. Chapel Hill, North 
Carolina, 1975. 160 pp. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.76; HC $8.24, plus postage. Order 
No. ED115048. 


The needs of the developmentally disabled in 
Connecticut were assessed, and service priorities 
were established. Planning processes and the model 
components of the planning system are reviewed, 
including program implementation, program ap- 
proval, program development and_ selection, 
priority setting, and needs assessment. Three-year 
and 1-year priority assessments were developed, 
based on collection and analysis of data and 
compilation of an assessment reports. Priority 
setting was accomplished through ranking (high, 
middle, and low priority) and voting on identified 
needs by council members. It was suggested that 
the grant application process be modified to 
include planning and evaluation components, and 
revisions were also recommended in the proce- 
dures for comprehensive planning, needs assess- 
ment, priority setting, and project management, 
especially the exploration of cooperative funding 
for projects and the provision of grants for a 
variety of purposes. 


PROGRAMMATIC ASPECTS — Residential 


2670 Missouri. Mental Health Department. State 
of Missouri Standards: Residential Facil- 
ities for the Mentally Retarded, Subject to 
Licensing. (Division of MR-Developmental 
Disabilities.) Revised edition. Jefferson 
City, Missouri, 1975, 63 pp. 


Amended rules, regulations, and standards for the 
licensure of residential facilities for MRs in the 
state of Missouri are presented. The standards 
apply to foster family homes, group care homes, 
residential care centers, and residential schools 
and/or learning centers. Definitions of terms and 
descriptions of qualified MR_ professionals are 
provided. Standards concern licensing, admission 
of residents, education, training and recreation, 
records, resident living, physical plant facilities, 
food service facilities, fire protection and safety, 
medical and health care, and personnel policies. 


Department of Mental Health 

Division of MR-Developmental Disabilities 
2002 Missouri Boulevard 

P.O. Box 687 

Jefferson City, Missouri 65107 


2671 SHENNAN, VICTORIA. Directory of 
Residential Accommodation for the Men- 
tally Handicapped in England, Wales and 
N. Ireland, 1975-1976. London, England: 
National Society for Mentally Handi- 
capped Children, 1976. 113 pp. Available 
from National Society for Mentally Handi- 
capped Children, Pembridge Hall, Pem- 
bridge Square, London W2 4EP. Price 2 
pounds 50 pence, plus 25 pence postage. 


A directory of 371 homes and hostels for the MR 
in England, Wales, and Northern Ireland is 
presented. Data provided on each residential 
facility include controlling agency, catchment 
area, services offered, population served, contact 
person, address, and telephone number. The 
entries are listed by county, and sections are 
divided as to whether the facilities are adminis- 
tered by hospitals, are under local authority, or 
are privately owned. 
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2672 DAVID, SUHAR. Point of view. British 
Journal of Mental Subnormality, 
21(41):58-60, 1975. (Editorial) 


On balance, the residential village presently 
provides a better setting than the urban area for 
community integration of MR persons in Great 
Britain. Although there is some truth to the 
argument that MR people benefit from facing the 
more varied life experiences provided by the urban 
environment, many MR are incapable of moral 
decisions in an urban setting, even after long and 
careful training. The training and adult education 
obtainable in the residential village is at least equal 
to and, in many instances, well ahead of the 
progressive adult training centers. Other aspects of 
mental health care are also more easily resolved: 
(1) giving practical help to families of the 
handicapped is easier, particularly in cases where 
the arrangement is for life-long care of the child; 
(2) establishing links to the family and to the 
social services by the educational authorities is less 
strenuous; (3) the friction and the wasting of 
resources caused by overlapping of agencies are 
greatly reduced; (4) voluntary workers can be 
better utilized in a small village setting within 
which there is a reservoir of good will; and (5) the 
village is potentially a better place for effective 
testing of innovations in mental health care. (1 
ref.) 


2673 HOWELL, SANDRA C., Adapting environ- 
ments for the developmentally disabled. 
In: Bergsma, D.; & Pulver, A. E., eds. 
Developmental Disabilities: Psychologic 
and Social Implications, (National Founda- 
tion-March of Dimes Birth Defects Original 
Article Series, Volume 12, Number 4.) 
New York, New York: Alan R. Liss, 1976, 
pp. 163-170. 


The search for better methods of evaluating the 
environmental capacities of the mentally handi- 
capped and for researching specific environmental 
therapies is a long-term goal. Continued efforts to 
personalize residential settings and to develop a 
sense of appropriate human scale for living centers 
are needed. Residential spaces that permit choice 
in social interaction, from privacy through dyad to 
small group, must be developed. The positive and 
negative effects of circulation paths through 
residential settings have to be considered. Atten- 
tion should be called, by location and accentua- 
tion, to competence-developing building hardware 
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and fixtures, whereas architectural barriers that 
could result in accidents or reduce opportunity for 
realizing success in sensory-motor and problem- 
solving activities must be eliminated. Particular 
rooms with enough space to facilitate teaching of 
daily living and social competencies ought to be 
provided. In-service and parent education pro- 
grams in environmental management should be 
developed and reinforced in relation to the 
particular needs of the individual child and care 
giver. In general, every decision that is made in 
relation to the behavioral objectives set for 
residents must be monitored. (22 refs.) 


Department of Architecture 
Massachusetts Institute of Technology 
Cambridge, Massachusetts 02139 


2674 Conference recommendations on the issues 
in Maine. In: Maine. Mental Retardation 
Bureau. Planning Alternatives to Institu- 
tions: Report on a New England Case 
Conference, Augusta, Maine, 1975, pp. 
21-34. 


The recommendations made by the New England 
Case Conference on issues particular to the state of 
Maine concern the means of implementing 
deinstitutionalization and its results. The Pineland 
Center, once synonymous with MR in Maine, will 
become a resource center providing diagnosis and 
evaluation, particularly for multihandicapped 
children. Since each new admission strengthens the 
custodial role of the institution, admissions to 
Pineland should be halted immediately, and a 
policy of alternative placement of both the new 
and inappropriately placed cases should be 
adopted and carried out. Group homes and 
employment opportunities must be emphasized; a 
plan to utilize existing manpower resources should 
also be developed. New funding resources and 
appropriate parental and community attitudes are 
needed to carry out deinstitutionalization effec- 
tively. Regionalization should be encouraged on 
account of Maine’s sparse population. The 
Developmental Disabilities Council should allocate 
at least 50 percent of its funds to establish a data 
base for all developmentally disabled persons in 
Maine and to review all statewide programs that 
are or should be providing services. 


State Office Building 
Augusta, Maine 
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2675 Conference recommendations on national 
issues. In: Maine. Mental Retardation 
Bureau. Planning Alternatives to Institu- 
tions: Report on a New England Case 
Conference. Augusta, Maine, 1975, pp. 
15-20. 


The nationwide problems of attitudes and resource 
allocation are major impediments to deinstitu- 
tionalization. The nation as a whole is not 
committed to a positive, supportive role in aiding 
developmentally disabled persons. At times, the 
various COMmunities seem even irresponsible in 
their failure to aid disadvantaged groups. Attitudi- 
nal remediation can be achieved by expanding the 
population’s knowledge of current institutions and 
programs available to the developmentally dis- 
abled. Parents of children with developmental 
disabilities must be educated about their children’s 
capabilities and potentials for life, and affected 
persons themselves will have to be educated. As 
the nation moves toward deinstituticnaiization in 
this time of intense competition for funds and 
trained personnel, it is crucial that these and other 
resources be allocated as judiciously as possible. 
Such prudent allocation depends not only upon a 
thorough knowledge of existing needs and services 
but also upon the application of political pressure 
by parent groups. Legal reform, necessary to 
ensure individual human rights, is progressing. 


State Office Building 
Augusta, Maine 


2676 Maine. Mental Retardation Bureau. Plan- 
ning Alternatives to Institutions: Report 
on a New England Case Conference. 
Augusta, Maine, 1975, 75 pp. 


The New England Case Conference held at St. 
Joseph’s College in North Windham, Maine, on 
January 3-5, 1974, to plan alternatives to 
institutions is described and evaluated. The goals 
and procedures are outlined, and the results are 
presented within the 3 major categories of 
definitions of deinstitutionalization, recommenda- 
tions on national issues, and recommendations on 
the issues in Maine. Appendices describe the case 
materials and an attitude survey concerning 
various aspects of services provided to MRs in 
Maine and include a listing of Conference 
participants. 


State Office Building 
Augusta, Maine 
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2677 BALLA, DAVID A.; & ZIGLER, ED- 
WARD. Preinstitutional social deprivation, 
responsiveness to social reinforcement, and 
1Q change in institutionalized retarded 
individuals. American Journal of Mental 
Deficiency , 80(2):228-230, 1975. 


MR Ss who had been examined on a task 
measuring responsiveness to social reinforcement 
approximately 3 weeks after institutionalization 
and then approximately 3 years after institu- 
tionalization were tested after 6 years of 
institutionalization. Of 50 original Ss, 15 familially 
and 8 nonfamilially MR residents were available at 
the time of the 6-year follow-up. For the familially 
MR Ss, a linear increase in IQ and a linear decrease 
in responsiveness to social reinforcement were 
found over the 6 years of the study. The findings 
indicated that the responsiveness of these Ss to 
social reinforcement essentially stabilized from the 
third to the sixth year of institutional life. No 
significant changes in responsiveness to social 
reinforcement or 1Q were evidenced during the 6 
years of the study for the nonfamilially MR Ss. 
Preinstitutional social deprivation was found to be 
an important determinant of the manner in which 
MR individuals respond to institutionalization. (6 
refs.) 


Department of Psychology 

333 Cedar Street 

Yale University 

New Haven, Connecticut 06511 


2678 Conclusions. In: California. Legislature. 
House. Rates of Payment in Community 
Facilities for Persons with Developmental 
Disabilities. House Resolution 53. Final 
report. (Assembly Permanent Subcommi- 
ttee on Mental Health and Developmental 
Disabilities.) Sacramento, California, 1976, 
pp. 69-71. 


Analysis of fiscal issues associated with the 
developmental disabilities program in California 
indicates several major deficiencies which must be 
corrected in order to prevent deterioration of 
services provided to the community and to prevent 
increasing numbers of developmentally disabled 
persons from returning to the state hospitals. The 
existing rate structures for reimbursing providers 
of community out-of-home facilities are inad- 
quate and inequitable and should be replaced by a 
method of rate-setting that will fully reimburse 
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basic living needs, direct supervision, and special 
services and will reimburse unallocated services, 
mandated capital improvements and equipment, 
and proprietary fees in proportion to a facility’s 
developmentally disabled caseload. Reduction of 
state hospital utilization would generate savings 
which could fund increased rates to providers of 
community out-of-home placements and could be 
used to enhance the quality of services provided to 
disabled persons residing in their own homes. The 
proposed Lanterman Act requires that the 
Department of Health review its method for 
determining parental cost-sharing arrangements. In 
general, a careful scrutiny of all expenditures for 
the developmentally disabled is needed. 


State Capitol, Room 3123 
Sacramento, California 95814 


2679 California. Legislature. House. Rates of 
Payment in Community Facilities for 
Persons with Developmental Disabilities. 
House Resolution 53. Final report. 
(Assembly Permanent Subcommittee on 
Mental Health and Developmental Disabili- 
ties.) Sacramento, California, 1976, 74 pp. 


The rates for support and development of 
community programs for developmentally disabled 
persons in California are discussed. The evolution 
of the current rate structure for community care 
facilities is considered, and particular problems 
connected with the established rates are specified. 
Recommendations are proposed to solve these 
problems and to ensure an adequate supply of high 
quality residential care in the community. The 
Appendix deals with the distribution of com- 
munity placements. 

CONTENTS: Summary; Prologue: The Rate 
Squeeze; Background: How Are _ Rates for 
Community Care Facilities Set?; Recent Trends in 
the Economics of Care for the Developmentally 
Disabled; Evaluation of Existing Community 
Placement Rates; Recommended Payments System 
for Community Residential Care; Parental Cost- 
Sharing Schedules; Analysis of Fiscal Trade-Offs 
Among Residential Placements; Conclusions. 


2680 Summary. In: California. Legislature. 
House. Rates of Payment in Community 
Facilities for Persons with Developmental 
Disabilities. House Resolution 53. Final 
report. (Assembly Permanent Subcommit- 
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tee on Mental Health and Developmental 
Disabilities.) Sacramento, California, 1976, 


pp. 1-3. 


An inadequate rate structure, inequitably adminis- 
tered, is strangling community care for the 
developmentally disabled in California, and steps 
must be taken to remedy the situation. While all 
services are affected adversely, the most devastat- 
ing impact is being felt in the crucial area of 
residential care. An equitable, annually reviewed 
and updated system of rates is needed. The 
components of an adequate rate structure must be 
defined, and the means for their calculation, 
revision, and adjustment should be specified. The 
proposed rate structure will require an initial 
investment of $22.8 million, but overall savings of 
more than double that amount can be achieved 
over a 4year period if the entire series of 
Assembly Bills 3800-3809 is implemented proper- 


ly. 


State Capitol, Room 3123 
Sacramento, California 95814 


2681 Prologue: the rate squeeze. In: California. 
Legislature. House. Rates of Payment in 
Community Facilities for Persons with 
Developmental Disabilities. House Resolu- 
tion 53. Final report. (Assembly Perman- 
ent Subcommittee on Mental Health and 
Developmental Disabilities.) Sacramento, 


California, 1976, pp. 4-5. 


Many of the providers who have dedicated their 
lives to caring for the developmentally disabled in 
the community have felt the devastating impact of 
a rate squeeze. Low maximum rates, insufficient 
increases, and failure to pay for special needs or 
respite care have been the object of concern and 
criticism for over a decade and have limited the 
numbers of developmentally disabled who can be 
served. (2 refs.) 


State Capitol, Room 3123 
Sacramento, California 95814 


2682 Background: how are rates for community 
care facilities set? In: California. Legisla- 
ture. House. Rates of Payment in Com- 
munity Facilities for Persons with Develop- 
mental Disabilities. House Resolution 53. 
Final report. (Assembly Permanent Sub- 
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committee on Mental Health and Develop- 
mental Disabilities.) Sacramento, Cali- 
fornia, 1976, pp. 5-16. 


The current rate structure for community care 
facilities evolved from a study done in 1969 by 
Touche-Ross Company, which specifically recom- 
mended against setting maximum _ rates for 
residential facilities serving the developmentally 
disabled. Nevertheless, the Department of Health 
maintains and continues to employ a Schedule of 
Maximum Allowances that establishes the maxi- 
mum amount a regional center can pay to a vendor 
who provides a service. The current rate structure 
and the process by which rates are set result in 5 
major problems connected with __ insufficient 
reimbursement for the special services needed by 
the developmentally disabled. All of these 
problems are endangering California’s community 
care system, for inadequate rates make _ it 
impossible to finance capital improvements or 
develop new facilities, are driving providers and 
manpower out of the market, and are causing 
inappropriate admissions to state hospitals. (17 
refs.) 


State Capitol, Room 3123 
Sacramento, California 95814 


2683 Recent trends in the economics of care for 
the developmentally disabled. In: Cali- 
fornia. Legislature. House. Rates of Pay- 
ment in Community Facilities for Persons 
with Developmental Disabilities. House 
Resolution 53. Final report. (Assembly 
Permanent Subcommittee on Mental 
Health and Developmental Disabilities.) 
Sacramento, California, 1976, pp. 17-19. 


The number of developmentally disabled persons 
in California state hospitals has increased slowly 
since the 1973-74 low point of about 9,200 
persons, but the average cost per patient has not 
even kept up with inflation since that period. 
Currently, about 10,250 individuals reside in state 
hospitals. In current dollars, the average cost per 
patient has doubled since 1970-71, while the same 
cost in real dollars has increased by about 40 
percent. While rates paid to _ providers of 
out-of-home care have increased in the past few 
years, they clearly have not kept pace with 
inflation. A high level of resources is being 
expended on the developmentally disabled at the 
present time. (3 refs.) 


888 


State Capitol, Room 3123 
Sacramento, California 95814 


2684 Evaluation of existing community place- 
ment rates. In: California. Legislature, 
House. Rates of Payment in Community 
Facilities for Persons with Developmental 
Disabilities. House Resolution 53. Final 
report. (Assembly Permanent Subcommit- 
tee on Mental Health and Developmental 
Disabilities.) Sacramento, California, 1976, 
pp. 20-32. 


State reimbursement of family care homes and 
other types of community facilities is inconsistent 
and inequitable in California, with maximum 
allowable rates specified for different categories of 
providers. Except for small family care homes, a 
provider must justify a rate request (up to the 
maximum) by filing a cost report which the state 
reviews before assigning a given rate. Since many 
facilities have a different mix of service com- 
ponents, the cost request of each is unique, 
However, the state has not attempted to define the 
cost of service components and is not equipped to 
evaluate these requests individually and carefully. 
A. developmentally disabled person can receive 
care in the family care home, small or large 
nursery, residential school or facility, skilled 
nursing facility, intermediate care facility, or the 
state hospital. A disabled child living at home can 
also receive physical therapy, occupational ther- 
apy, and recreation through a regional center, and 
disabled adults can receive vocational training, 
sheltered workshop and self-help skills through a 
regional center. The state and federal governments 
and, in the case of a minor, the recipient’s parents 
may share the cost of care. (8 refs.) 


State Capitol, Room 3123 
Sacramento, California 95814 


2685 Recommended payments system for com- 
munity residential care. In: California. 
Legislature. House. Rates of Payment in 
Community Facilities for Persons with 
Developmental Disabilities. House Resolu- 
tion 53. Final report. (Assembly Perma- 
nent Subcommittee on Mental Health and 
Developmental Disabilities.) Sacramento, 
California, 1976, pp. 33-48. 
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California has a responsibility to establish and 
maintain an equitable system of payments to 
providers of community out-of-home living facili- 
ties for the developmentally disabled. Such a 
system of payments should cover the special needs 
of this population in community out-of-home 
facilities as well as costs which are not associated 
directly with the specific needs of the develop- 
mentally disabled but which are incurred through 
operation of a residential facility. Basic living 
needs, direct supervision care, and special services 
are the 3 client-oriented cost elements which 
should determine rates. Three facility-oriented 
cost elements -- unallocated services, mandated 
capital improvements and equipment expendi- 
tures, and proprietary fee reimbursement -- should 
also be considered. Placement costs vary from 
$392.00 to $854.00 per month, depending upon 
specific placement, functioning capability, and age 
related services. The overall weighted placement 
cost is about $620.00 per month, reflecting an 
increase of approximately 30 percent over the 
same cost under the existing maximum allowable 
rate structure. (5 refs.) 


State Capitol, Room 3123 
Sacramento, California 95814 


2686 Parental cost-sharing schedules. In: Cali- 
fornia. Legislature. House. Rates of Pay- 
ment in Community Facilities for Persons 
with Developmental Disabilities. House 
Resolution 53. Final report. (Assembly 
Permanent Subcommittee on Mental 
Health and Developmental Disabilities.) 
Sacramento, California, 1976, pp. 49-57. 


Although the parental fee schedule for out-of- 
home placement of developmentally disabled 
children in California was designed to represent 
the average cost of providing food, clothing, and 
medical care to normal children at home, this 
schedule has several deficiencies. No provisions are 
made to update the costs associated with the living 
needs of a child, and the schedule reflects 
conditions associated with 1969 incomes and 
prices. In fact, the schedule favors high income 
parents. The principle of “progressivity at the 
margin” should underlie a parental fee schedule. 
Various schedules can be constructed which reflect 
this principle. The proposed Lanterman Develop- 
mental Disabilities Act calls for review of parental 
fee schedules and states that fees for out-of-home 
care should bear an equitable relationship to the 
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basic needs costs of such care as well as to the 
ability of the parents to pay. According to the 
proposal, the parental contribution is to be 
deposited in a newly created Developmental 
Disabilities Program Fund, which will provide a 
viable source of funds for the initiation of new 
programs consistent with approved priorities for 
program development in the California State Plan. 
(3 refs.) 


State Capitol, Room 3123 
Sacramento, California 95814 


2687 Analysis of fiscal trade-offs among residen- 
tial placements. In: California. Legislature. 
House. Rates of Payment in Community 
Facilities for Persons with Developmental 
Disabilities. House Resolution 53. Final 
report. (Assembly Permanent Subcommit- 
tee on Mental Health and Developmental 
Disabilities.) Sacramento, California, 1976, 
pp. 58-68. 


California faces difficult resource allocation 
decisions about programs for the developmentally 
disabled and mentally disabled over the next 
several years, with fiscal trade-offs of resources 
between state hospital placement and community 
out-of-home placement representing a potential 
means of achieving savings and generating revenues 
to augment services. At the present time, there are 
between 19,000 and 22,000 developmentally 
disabled persons residing in community out-of- 
home facilities and a minimum combined total of 
29,200 in state hospital placement or community 
out-of-home placement. This total number is 
expected to remain relatively constant over the 
next few years, and shifts between facilities are 
not expected to have a significant impact. 
Increased capital expenditures at state hospitals 
are required within this period to meet comfort, 
fire, and safety standards as well as HEW 
environmental standards, and additional costs are 
required for the implemented staffing standards. 
Reduced utilization of state hospitals would result 
in a substantial reduction in state hospital costs. 
Mandated capital improvements and _ staffing 
standards could be implemented, and savings could 
be used to improve the quality of care in the 
community. (1 ref.) 


State Capitol, Room 3123 
Sacramento, California 95814 
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2688 Overview. In: West Virginia. Mental Re- 
tardation Commission. State Plan for 
Deinstitutionalization and Institutional Re- 
form of the Developmentally Disabled. 
(Council on Developmental Disabilities.) 
Charleston, West Virginia, 1975, Section 
V, pp. 54-59. 


On the basis of sample survey data, a conservative 
figure of 40 percent, or an estimated 560 persons 
now in West Virginia institutions, could be 
expected to benefit from transitional programs if 
suitable services are also available in the 
community in the form of a range of living and 
working environments. The younger age group has 
been institutionalized for a shorter period of time 
and is more likely to include candidates for 
training and for transitional living and working 
environments in the community. The older group 
will probably include persons whose long histories 
of institutionalization will make community 
reorientation more difficult; this group may also 
present special needs for foster home placements 
and facilities such as adult activities centers in 
addition to living and working environments that 
provide higher levels of independence. Movement 
should be made toward a decentralized model and, 
ultimately, toward treatment in the community to 
aid in prevention of institutionalization and in 
returning to the community those individuals who 
are now in state hospitals. 


2689 Results of a sample survey of develop- 
mentally disabled persons in three West 
Virginia institutions. In: West Virginia. 
Mental Retardation Commission. State 
Plan for Deinstitutionalization and Institu- 
tional Reform of the Developmentally 
Disabled. (Council on Developmental Dis- 
abilities.) Charleston, West Virginia, 1975, 
Section II, pp. 11-15. 


The institutionalized MR population in West 
Virginia was surveyed during 1974 through case 
record review, staff and some patient interviews, 
and patient observation. One hundred and 40 
persons selected at random from the develop- 
mentally disabled subpopulation within the 
resident population of 3 West Virginia institutions 
-- Huntington State Hospital, Weston State 
Hospital, and Colin Anderson Center - were 
included in the sample survey. One of the most 
outstanding needs demonstrated by the study was 
the need for more thorough and uniform 
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record-keeping. Another service that seemed to be 
needed by the institutionalized MR population 
was evaiuation. Appraisal of levels of functioning, 
physical health, and physical level of function and 
social adjustment all appeared to be necessary for 
more efficient planning. There were no consistent 
procedures for recording evaluations of social 
behavior, and actual diagnoses also were subject to 
variance. 


2690 Deinstitutionalization. In: West Virginia. 
Mental Retardation Commission. State 
Plan for Deinstitutionalization and Institu- 
tional Reform of the Developmentally 
Disabled. (Council on Developmental Dis- 
abilities.) Charleston, West Virginia, 1975, 
Section III, pp. 16-36. 


The model of deinstitutionalization established for 
West Virginia must be based upon the particular 
characteristics and attitudes of this state and its 
people. The network of Community Mental 
Health-MR Centers that has been developed across 
the face of the state must be a major factor in 
deinstitutionalization. Small towns often lack 
tolerance for those who deviate much from the 
average in any direction, and acceptance for MRs 
and other developmentally disabled persons may 
represent a problem in efforts to integrate them 
into the community. On the basis of the 
population densities in different regions of the 
state, small urban centers and scattered/low 
density settlements would appear to be at least 2 
of the needed patterns of service delivery. Efforts 
in both primary and secondary prevention are 
important. An overall design for service delivery 
must be community-level, comprehensive, inte- 
grated, and performance-based. 


2691 Institutional reform. In: West Virginia. 
Mental Retardation Commission. State 
Plan for Deinstitutionalization and Institu- 
tional Reform of the Developmentally 
Disabled. (Council on Developmental Dis- 
abilities.) Charleston, West Virginia, 1975, 
Section IV, pp. 37-53. 


Many of the same priorities emphasized in regard 
to deinstitutionalization also apply in relation to 
institutional reform. Transitional facilities, treat- 
ment and training, and improved record-keeping 
and data base systems all are prerequisites for 
ultimate individualized treatment on the basis of 
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individual need. Although some individuals em- 
ployed by the various institutions view change as a 
threat to their accustomed ways of working and 
deriving satisfaction, across-the-board involvement 
of hospital personnel in the planning of change 
may be the only possible way to proceed toward 
program development geared to community return 
of the developmentally disabled. Widespread 
participation also should be the standard of 
judgment in working with the hospitals toward an 
examination of their functions and roles. Institu- 
tional reform and the goals common to deinstitu- 
tionalization cannot be accomplished without the 
collaboration of hospital staff. Without interven- 
tion to build skills, promote involvement, and 
increase trust, these goals are unlikely to be 
realized. 


2692 WILLIAMS, PAUL. The handicapped child 
at home and in the hospital. Develop- 
mental Medicine and Child Neurology, 
17(5):681-682, 1975. (Letter) 


Ronnie MacKeith’s review of the Council for 
Children’s Welfare Report on Childhood (DMCN 
17, 409) reveals his failure to comprehend that 
responsibility for mentally handicapped children 
goes further than the provision of adequate 
resources. A measure must be devised to raise the 
quality of care for all hospitalized children to the 
standards operating for other children receiving 
care within social service departments. The ideal 
residential service should be a small, locally based 
residential unit which in the long run would result 
in more effective use of community resources. 


Campaign for the Mentally Handicapped 
96 Portland Place 
London WIN 4EX, England 


2693 LEUNES, ARNOLD; *CHRISTENSEN, 
LARRY; & WILKERSON, DENNIS. Insti- 
tutional tour effects on attitudes related to 
mental retardation. American Journal of 
Mental Deficiency, 79(6):732-735, 1975. 


Four separate Semantic Differential Scales were 
administered to 179 college undergraduates to 
determine whether attitudes toward MR would be 
affected by a tour of a state school for MR 
persons. Ss were divided into initially positive or 
negative attitude groups on the basis of pretest 
responses. Scores of the 72 Ss who took the tour 
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were analyzed for post-test comparisons by a 
2-way Classification mixed-models analysis of 
variance for unequal numbers. The institutional 
tour seemed to have significant positive effects on 
attitudes toward MR. Ss with initially more 
negative attitudes were affected more positively 
than were Ss with initially more positive attitudes. 
Analysis of 4 aspects of MR (MR child, MR adult, 
state school for MR, and ward attendant at the 
state school for the MR) showed that the concept 
of MR child did not yield a significant interaction. 
Prior exposure to MR children by the initially 
negative group in school may have created 
attitudes which were reinforced by the tour. (9 
refs.) 


*Psychology Department 
Texas A & M University 
College Station, Texas 77843 


2694 George Washington University. Life Skills 
for the Developmentally Disabled: an 
Approach to Accountability in Deinstitu- 
tionalization. Volume Il: Manual for 
Trainers. Folsom, Geneva S. Washington, 
D.C., 1975. 110 pp. Available from ERIC 
Document Reproduction Service, Box 190, 
Arlington, Virginia 22210. Price MF $0.83; 
HC $6.01, plus postage. Order No. 
ED119429. 


The Life Skills for the Developmentally Disabled 
Project emphasizes deinstitutionalization through 
improved staff utilization. Strategies are intended 
to involve all of the staff and clients in a system of 
accountability for communicating, setting goals, 
and monitoring record keeping. Discussion ques 
tions, suggested responses, group process proce- 
dures, and experiential exercises are provided for 
each lesson. Subjects covered include: basic 
concepts and responsibilities of accountability, use 
of the Adaptive Behavior Scale, attitudes toward 
deinstitutionalization, use of the problem-oriented 
record, attitude therapy, the superintendent’s role, 
and the team approach. 


2695 George Washington University. Life Skills 
for the Developmentally Disabled: an 
Approach to Accountability in Deinstitu- 
tionalization. Volume Ill: Manual for 
Training Clients. Folsom, Geneva S. 
Washington, D.C., 1975. 128 pp. Available 
from ERIC Document Reproduction Ser- 
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vice, Box 190, Arlington, Virginia 22210. 
Price MF $0.83; HC $7.35, plus postage. 
Order No. ED119430. 


The Life Skills for the Developmentally Disabled 
Project attempted to assess and train institutional- 
ized clients to facilitate their deinstitutionalization 
and life in the community. A manual for teaching 
these skills to the handicapped provides charts on 
goal setting and objective plans for followup, 
evaluation, procedures, instruction, setting, and 
materials. Life skills taught in this program 
include: community skills, such as using public 
transportation and eating in public; academic 
skills, including handling money and budgeting; 
money and shipping skills, such as doing errands 
and buying items; socialization skills, including 
assuming responsibility and planning leisure time; 
work habits and job performance; and semi- 
independent living skills like cooking and domestic 
tasks. 


2696 George Washington University. Life Skills 
for the Developmentally Disabled: an 
Approach to Accountability in Deinstitu- 
tionalization. Volume |: Project Summary 


and Evaluation Report. July 1, 1974-July 
30, 1975. Hawkins, Donald E.; & Folsom, 
Geneva S. Washington, D.C., 1975. 103 pp. 
Available from ERIC Document Reproduc- 
tion Service, Box 190, Arlington, Virginia 
22210. Price MF $0.83; HC $6.01, plus 
postage. Order No. ED119428. 


The Life Skills for the Developmentally Disabled 
Project at Forest Haven, a Washington, D.C. center 
for the developmentally disabled, was designed to 
prevent inappropriate placement and to facilitate 
deinstitutionalization. Five objectives were formu- 
lated: 1) assessment of client needs through the 
Adaptive Behavior Scale and development of a 
record keeping system to establish accountability 
for meeting those needs; 2) establishment and 
assessment of life skill objectives and learning 
exercises; 3) instruction of staff in utilization of a 
life skills approach; 4) encouragement of replica- 
tion of this approach by designing a training 
manual and implementation plan; and 5) coopera- 
tion between the Life Skills Project and a similar 
Virginia project. A  problem-oriented record 
system was established for 125 clients and a 
systematic and formalized curriculum was devel- 


oped. 


PROGRAMMATIC ASPECTS — Recreational 


2697 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Recognizing and implementing 
for specific needs: socialization, play, and 
use of free time. In: Donlon, E. T.; & 
Burton, L. F. The Severely and Profoundly 
Hiandicapped: A Practical Approach to 
Teaching. New York, New York: Grune & 


Stratton, 1976, Chapter 2, pp. 181-188. 


The way the severely and profoundly handicapped 
child spends his free time is related to his program 
and his progress. Presumably, if stimulating 
choices are available and recognized, the child will 
take advantage of them and use his free time 
productively. At least some of these choices are 
made during behavior play, when the child 
interacts with objects or with others in an 
obviously enjoyable activity. It is here that the 
beginnings of socialization may be detected. 
Playing with the child is an excellent way to help 
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him to acquire new skills, learn to manipulate 
objects meaningfully, discover ways to amuse 
himself constructively, and learn other lessons. 
The child should be provided with a variety of 
objects to manipulate and should be taught their 
real purpose. Participation should be encouraged 
and, initially, even insisted upon when necessary. 
Playing during work aids the child in learning to 
relate to people and his environment. Learning to 
play is important to any child, and the severely 
and profoundly handicapped child will not learn 
unless he is taught. If the atmosphere is relaxed 
and fun, it can be a very enjoyable experience. 


Clay County Learning Center 
Ashland, Alabama 


2698 California State University. Changing atti- 
tudes toward TMR through an integrated 
recreation program. Sippel, Harry, et al. 








PROGRAMMATIC ASPECTS 2699-2701 





Long Beach, California: Educational 
Psychology Department, 1976. 15 pp. 
Available from ERIC Document Reproduc- 
tion Service, Box 190, Arlington, Virginia 
22210. Price MF $0.82; HC $1.67, plus 
postage. Order No. ED123860. 


The Attitude Toward Handicapped Individuals 
scale was administered to 28 11-66-year-old 
community recreation volunteers in order to 
determine their attitude toward 5 selected TMR 
adolescent and adult participants. The 5 partici- 
pants had been admitted to the mainstreamed 
program on the basis of scores on the Fairview 
Social Skills Scale. The volunteers’ pretest and 
posttest attitudes indicated a significant positive 
shift in attitude toward the MR persons as a result 
of the mainstreaming experience. 


2699 VERHOVEN, PETER J.; & GOLDSTEIN, 
JUDITH E. Leisure Activity Participation 
and Handicapped Populations: An Assess- 
ment of Research Needs. Arlington, 
Virginia: National Recreation and Park 
Association, 1976. 139 pp. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.83; HC $7.35, plus postage. Order 
No. ED123867. 


Material discussed at a conference on research 
needs in the area of leisure time activity for 
handicapped persons is presented. The _ initial 
conference concept is reviewed, as well as its 
evaluation into 5 categories of concern, including 
education/counseling, design/adaptation considera- 
tions, activity analysis, attitudinal barriers, and 
leisure concepts. Strategies to enhance leisure 
participation by handicapped persons are recom- 
mended for the 5 research and demonstration 
priority areas: service delivery; barriers to 
acquisition and maintenance of skills; social 
psychology of leisure; activity analysis, selection, 
and programming; and dissemination and utiliza- 
tion. The facet model of research is considered. A 
list of conference participants, 5 state of the art 
presentations, and reactor panel comments on the 
5 research priority areas are provided in 4 
appendices. 


2700 Michigan State University. Programmatic 
Research Project in Physical Education for 
the Mentally Retarded Child in the 
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Elementary School. Final report. Wessel, 
Janet A. East Lansing, Michigan, 1975. 
390 pp. Available from ERIC Document 
Reproduction Service, Box 190, Arlington, 


Virginia 22210. Price MF $0.83; HC 
$20.75, plus postage. Order No. 
ED121039. 

| CAN, an_ individualized physical education 


curriculum for 5-14-year-old TMR children, is 
described. The program includes primary psycho- 
motor skills in health/fitness, aquatics, body 
management and fundamental skills. Curriculum 
resource materials for individualizing instruction 
and a competency-based teaching guide for 
diagnostic-prescriptive teaching comprised the 
instructional system. Six major criteria that were 
used for designing the instructional system include 
accountability, interrelatedness, adaptability, flexi- 
bility, replicability, and diagnostic-prescriptive 
nature. Assessment and reassessment of student 
status occurs within the instructional setting and 
system evaluation focuses on identifying deficien- 
cies and alternatives in form, substance, and 
methodology related to the use of | CAN by 
classroom teachers and physical education special- 
ists. Learner impact data reported by student 
gains, grouped by skill and teacher type, indicate 
the effectiveness of the instructional system, and 
the replicability and transportability for both 
classroom and physical education specialists. 
Appendices of evaluation data tables, working 
papers, an evaluation handbook for the field test 
teachers, sample field test materials and revisions 
recommended by field test teachers are also 
included. 


2701 WEHMAN, PAUL. Establishing play be- 
haviors in mentally retarded youth. Reha- 


bilitation Literature, 36(8):238-246, 1975. 


Literature relating to the instructional aspects of 
teaching play to MR children is critically reviewed, 
and an interactive model is presented as a 
framework for training MR students in play. 
Experimental research includes few studies empha- 
sizing the instructional aspects of training play 
skills in MR, and explicit descriptions of teaching 
procedures are scant. There appears to be little 
coordinated and purposeful integration of play 
research, and no strategy of studying play behavior 
of the MR has emerged. A model for programming 
play skills for MR youth should consider current 
behavioral capabilities of the individual, efficacy 
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of the teaching procedure being used to build play 
behaviors, and horizontal range and _ vertical 
hierarchy of the piay skills presented. Generaliza- 
tion of play behaviors must also be programmed to 
ensure the transfer of play to many environments. 
This could be facilitated by effective parent 
training. (50 refs.) 


Department of Studies in Behavioral 
Disabilities 

Waisman Center 

University of Wisconsin 

Madison, Wisconsin 53706 
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2702 California State University. A study of 
parental attitudes toward their handi- 
capped child. Lazar, Alfred L., et al. Long 
Beach, California: Educational Psychology 
Department, 1976. 19 pp. Available from 
ERIC Document Reproduction Service, 
Box 190, Arlington, Virginia 22210. Price 
MF $0.83; HC $1.67, plus postage. Order 
No. ED123853. 


The Attitude Toward Handicapped Individuals 
(ATHI) scale and the Parent Child Rating Scale 
(PCRS) were administered to both parents of 52 
EMR children in special education classes in order 
to test their attitudes toward their MR child. 
Results indicated no significant differences for sex. 
It was concluded that the ATHI was effective in 
grouping individuals on a continuum of accep- 
tance/rejection attitude dimension toward handi- 
capped persons. 


2703 HORSTMEIER, DEANNA; & LANDIS, 
SANDRA. A preventive peer support 
program: parents helping parents. In: 
Ohio. Mental Health and MR Department. 
Proceedings of the Seminar on Preventing 
MR and Developmental Disabilities, held 
Columbus, Ohio, May 12-13, 1976. (Pre- 
vention and Education Section, Office of 
Education and Training.) Columbus, Ohio, 
1976. pp. 29-30. 


The difficult experiences of a group of parents 
with MR children led to a grass roots program for 
experienced parents visiting parents of children 
newly diagnosed MR and, ultimately, to the 
organization of the Franklin County (Ohio) 
Council for Retarded Children (CRC) Volunteer 
Visitation program. The program is designed to 
provide peer support to parents of newborn and 
newly diagnosed children with MR or developmen- 
tal disabilities, to help parents see their child as 
one who happens to have a developmental 
disability rather than to focus upon a disability 
embodied in a child, to provide correct and 
current information about developmental disabili- 
ties and appropriate community services, and to 
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help parents become advocates for themselves and 
their children. The work of the parent group fits 
into the secondary or tertiary level of an MR 
program. The actual parent-to-parent work, which 
begins with a referral, matching of the referred 
family with a family of volunteer visitors, and 
establishment of contact, is most important. The 
quality of the contact is assured by a 5-week 
training session for volunteer parents. 


Nisonger Center for the Mentally 
Retarded and Developmentally 
Delayed 

Ohio State University 

Columbus, Ohio 


2704 BARDWELL, ANN SKINNER. Parents as 
partners in prevention. In: Ohio. Mental 
Health and MR Department. Proceedings 
of the Seminar on Preventing MR and 
Developmental Disabilities, held Colum- 
bus, Ohio, May 12-13, 1976. (Prevention 
and Education Section, Office of Educa- 
tion and Training.) Columbus, Ohio, 1976, 


pp. 31-33. 
Using a model for prevention of MR and 
developmental disabilities, parents may learn 


about the various influential delivery systems-- 
public/private, formal/informal, and voluntary/- 
involuntary agencies--and the objectives for attain- 
ing prevention that may be met by each delivery 
system at each individual growth level. Manipula- 
tion of these various delivery systems could lead to 
elimination of MR and developmental disabilities. 
Thus, parents must find out how best to influence 
the interaction of the system. To be successful in 
effecting prevention, parents must learn the 
available information and become advocates for 
change. The cost in terms of money and human 
effort that is required to effect these changes and 
attain prevention must be determined in order to 
establish priorities for action. 


Department of Home Economics 
Eastern Kentucky University 
Richmond, Kentucky 
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2705 Fostering mentally handicapped children. 
British Medical Journal, 3(5982):503-504, 
1975. (Editorial) 


Fostering could make an appreciable contribution 
to community care arrangements for MR children 
and offers an alternative to hospitalization. 
Although the number of MRs of all ages in 
hospitals in Britain has decreased slightly, the 
hospital census for 1970 indicates the presence of 
over 11,000 MRs under age 19. The Campaign for 
the Mentally Handicapped has suggested that 6 per 
100,000 MRs (a total of 3000 for England and 
Wales) could be cared for in foster homes. With 
the shortage of adoptive children, more parents 
may be willing to accept the challenge afforded by 
a MR. child. Additionally, performance of SMRs 
has been shown to be higher in home environ- 
ments than in institutions. (8 refs.) 


2706 MITCHELL, DAVID. Parent-child interac- 
tion in the mentally handicapped. In: 
Berry, Paul, ed. Language and Communica- 
tion in the Mentally Handicapped. 
London: Edward Arnold Publishers, 1976, 
pp. 161-183. 


This paper was designed to bring together some of 
the research findings related to the questions: 1) 
how do MR children acquire proficiency in 
attending to, representing, organizing, and acting 
upon their environments? and 2) how can these 
processes be enhanced by those who interact with 
such children? Studies yielding knowledge on 
communication within dyads and variables present 
in parent-child interaction in dyads suggest that 
MR children are the source and recipient of 
parental behaviors very different from those 
emitted and received by non-MR children of 
similar chronological age. Methodological issue are 
discussed, along with the relevance of the findings 
to parent-child interaction. (34 refs.) 


2707 ANDERSON, VICTOR H.; SCHLOTT- 
MANN, ROBERT S.; & WEINER, BAR- 
BARA J. Predictors of parent involvement 
with institutionalized retarded children. 
American Journal of Mental Deficiency, 
79(6):705-710, 1975. 


Twenty-two biographical and psychological vari- 
ables with a possible bearing on manifestations of 
parental interest in their institutionalized children 








were explored, using frequency of family visits to 
the institution and attendance at parent confer- 
ences as indices of interest. A multivariate 
discriminant function analysis identified 6 vari- 
ables as significant predictors of interest, but the 
factors related to visitation were not identical to 
the factors associated with attendance at confer- 
ences. Characteristics of the child seemed more 
highly related to visitation than to attendance at 
conferences. Lack of involvement was related to 
presence of physical handicaps, high disparity 
between chronological age and social maturity, 
greater geographical distance from the institution, 
low occupational level of the father, maintenance 
payments not being required, and divorce and 
remarriage of the parent having custody. (8 refs.) 


Hisson Memorial Center 
P.O. Box 310 
Sand Springs, Oklahoma 74063 


2708 DUFF, RAYMOND S. On deciding the use 
of the family commons. In: Bergsma, D.; & 
Pulver, A. E., eds. Developmental Disabili- 
ties: Psychologic and Social Implications. 
(National Foundation-March of Dimes 
Birth Defects Original Article Series, 
Volume 12, Number 4.) New York, New 
York: Alan R. Liss, 1976, pp. 73-84. 


Use of the family commons--those limited, private 


resources on which individuals and their families 
depend and which they must protect in order to 
function or even to survive--often involves a 
process of decision making in which persons 
attempt to adapt to complex and often tragic 
situations of life and death. In the case of the 
handicapped child, the deliberated choice of 
patients and families should be considered pivotal 
if not paramount, for they, primarily, must bear 
the consequences. To be nurtured, protected, and 
oriented to life by a secure and loving family is a 
great value. Then, given the capacity to benefit 
from this, one may achieve a healthy sense of 
self-esteem and the ability to relate intimately and 
comfortably with others. If a person cannot 
benefit from this, however, or if attempts to 
provide it destroy greater values held by other 
family members, the choice may be foolish. Thus, 
at times it is reasonable to make the tragic choice 
of placing an individual outside the home--a partial 
social death from the individual and family 
viewpoints. The birth of a handicapped child 
should be followed by systematic exploration of 
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all relevant aspects of his life situation, and the 
final choice of care should represent the synthesis 
of social and medical data, in that order. (26 refs.) 


Department of Pediatrics 
Yale University School of Medicine 
New Haven, Connecticut 06510 


2709 HEWETT, SHEILA. Research on families 
with handicapped children--an aid or an 
impediment to understanding? In: Bergs- 
ma, D.; & Pulver, A. E., eds. Develop- 
mental Disabilities: Psychologic and Social 
Implications. (National Foundation-March 
of Dimes Birth Defects Original Article 
Series, Volume 12, Number 4.) New York, 
New York: Alan R. Liss, 1976, pp. 35-46. 


Research on the families of children who suffer 
from cerebral palsy or MR _ often presents 
conflicting results and obscures individual differ- 
ences. Even when apparently objective criteria are 
used in making judgments, such as on the guilt 
feelings of parents that cause them to overprotect 
their handicapped children to the detriment of 
their development, there is no assurance that the 
judgments themselves will be consistently objec- 
tive. When attempts are made to verify the alleged 
effects of adverse parental attitudes on handi- 
capped children, the results can still be conflicting. 
If casework studies alone are considered, the 
reader will tend to be convinced that all families 
with handicapped children are overwhelmed by 
emotional problems. Surveys of samples which are 
representative of specified handicaps, particularly 
when careful interviewing techniques are used and 
when they can be continued longitudinally, offer 
the means both for discovering problems and for 
placing them in context and in perspective. At the 
same time, they allow proper description of the 
problems, so that their significance for the 
individuals who experience them is not minimized, 
even though they may occur in only a minority of 
families. (37 refs.) 


1 Oak Tree Drive 
Willow Lane 
Gedling, Nottingham, England 


2710 DORNER, S. The relationship of physical 
handicap to stress in families with an 
adolescent with spina bifida. Develop- 
mental Medicine and Child Neurology, 
17(6):765-776, 1975. 
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To determine the effect of an adolescent with a 
chronically handicapping condition on family life, 
parents of 63 patients 13 to 19 years old with 
spina bifida were interviewed in the home. Most of 
the adolescents were interviewed separately. 
Impaired mobility was associated with social 
isolation in the parents as well as the patients. 
Children at day schools were as likely to suffer 
from social isolation as those at residential schools. 
Isolation was also more common in boys with 
urinary appliances than in girls. Although depres- 
sion in patients was related to degree of mobility, 
maternal depression was not related to any aspect 
of the child’s physical condition. Nevertheless, 
moderate or marked depression did occur more 
frequently in these mothers than in mothers of 
randomly selected 1414-year-olds of similar class. A 
number of families appeared to make a good 
adjustment to the problems of a handicap. The 
value of coordinated and continuous physical, 
social, and emotional services to a family with a 
severely handicapped child is suggested. (13 refs.) 


Hospital for Sick Children 
Great Ormond Street 
London WCIN 3JH, England 


2711 MARTIN, PATRICIA. Marital breakdown 
in families of patients with spina bifida 
cystica. Developmental Medicine and Child 


Neurology , 17(6):757-764, 1975. 


A survey of 34 families of children with spina 
bifida cystica indicated that divorce or separation 
of the parents did not occur more frequently than 
in the general population of the United States. 
When marriages were broken, 75 percent of the 
mothers reported marital strains previous to the 
birth of the child. Although a spina bifida child 
added to existing stress in most instances where 
marriages were dissolved, parents who remained 
married reported that the affected child brought 
them closer together. Five of the children in the 
study did not remain with their natural parents, 
indicating the importance of early evaluation of a 
family with a spina bifida child and the need to 
assist both natural and adoptive parents. An effort 
should be made to avoid multiple foster-home 
placement. (12 refs.) 


Department of Child Psychiatry 
Case-Western Reserve University 
School of Medicine 

Hanna Pavillion, 2040 Abington Road 
University Circle 

Cleveland, Ohio 44106 
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2712 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Family concerns and other 
considerations: introduction. In: Donlon, 
E. T.; & Burton, L. F. The Severely and 
Profoundly Handicapped: A Practical Ap- 
proach to Teaching. New York, New York: 
Grune & Stratton, 1976, Chapter 3, pp. 
201-209. 


The family and the community share responsi- 
bility for the severely and profoundly handicapped 
child. Initially, it is the child’s family or surrogate 
family that has the most responsibility. The family 
is called upon to make an overwhelming number 
of decisions and must exert tremendous physical 
energies to carry out even the most rudimentary 
program. The community, represented by social 
service and other tax-supported agencies and 
including also the educational program, or the 
state, would assume much greater responsibility 
for management if a child were placed ultimately 
in-an institution. If the family is to maintain itself 
and keep the nature and needs of the severely and 
profoundly handicapped child in perspective, 
family members must be provided with assistance 
and counsel during several crucial periods in the 
child’s growth and development. In the home, an 
attitude of realism involving acceptance of the 
child should prevail. In general, all possible steps 
should be taken to maximize the child’s future 
potential. 


Clay County Learning Center 
Ashland, Alabama 


2713 DONLON, EDWARD T.; & BURTON, 
LOUISE F. Family concerns and other 
considerations: communication to parents. 
In: Donion, E. T.; & Burton, L. F. The 
Severely and Profoundly Handicapped: A 
Practical Approach to Teaching. New 
York, New York: Grune & Stratton, 1976, 
Chapter 3, pp. 209-221. 


If severely and profoundly handicapped children 
are to have their various special needs satisfied, 
parents must be made aware of the different 
special programs and services available to these 
children. There is almost never a time when the 
desired services are available, especially for the 
child with certain combinations of handicaps. 
Therefore, it is necessary to identify services on 
the basis of what they do rather than what they 
say they do and then to match these services with 
those that are needed by the child and his family. 
It is important, particularly in identifying specific 
services, to maintain an attitude of flexibility. In 
looking for possible placement opportunities, it is 
important to be specific about the child’s needs. 
Children have rights to education, and parents 
should obtain information in this area. The need 
for financial assistance is one of the most chronic 
and perplexing problems facing the family. 
Constant research and review are needed to obtain 
a perspective on the availability of financial aid to 
families at any given time. 


Clay County Learning Center 
Ashland, Alabama 
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2714 OLIVER, B. E. Letter to the editor. British 
Journal of Mental Subnormality, 
21(41):115-116, 1975. (Letter) 


Just as the doctor and the psychiatrist cannot be 
experts in all specialties bearing upon treating the 
MR, so the “generic” social workers must gain 
sufficient knowledge of other aspecis of patient 
care to enable them to recognize where their 
expertise ends and others’ begins. To be more 
effective, perhaps the psychiatrist should have a 
more intensive commitment to a smaller number 
of patients. However, as the community and 
family work increasingly draws the psychiatrist 
out of the hospital, medical and psychiattic 
patient care is left more and more in the hand of 
junior staff and general practitioners. A joint 
appointment in another psychiatric sub-specialty 
might help staffing requirements. However, even if 
there is a further shift toward community and 
family work and away from institutional practice, 
it is essential to retain access to in-patient and day 
facilities, under the control of the psychiatric 
team, for the admission, observation and treat- 
ment of MR _ children and adults. Without 
retention of such facilities, successful out-patient 
and community support would be nearly impossi- 
ble. 


Chelmsley Hospital 
Marston Green 
Birmingham B37 7HL, England 


2715 Editorial. British Journal of Mental Sub- 
normality , 21(41):55-57, 1975. 


New policies in Great Britain requiring more 
preventive community work in MR threaten in the 
short run to undermine effective care of the 
hospitalized mentally handicapped. The special- 
ized personnel in the British MR _ hospitals-- 
particularly the doctors, nurses and the psycho- 
logists—are engaging in more and more time 
consuming preventive sessional work outside the 
hospital setting. Increased community involve- 
ment, however, deprives the mental hospitals for 
long periods of the professional personnel 
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necessary for the hospital treatment of the MR. 
Understaffed and underfinanced mental hospitals 
are going to need all their scarce resources to avoid 
collapse while helping the community. Besides, if a 
hospital has a poor reputation, it will not be 
effective in a community setting. Notwithstanding 
the long-term benefits of preventive work in the 
community, professional personnel cannot rely on 
the effectiveness of the treatment they prescribe 
for hospital patients unless they themselves 
monitor the work. The ultimate question is one of 
priorities: new and more promising community 
work must not be viewed as an escape from the 
difficult problems of hospitalized mental patients. 


2716 BERGMAN, CHARLES C. The role of the 
clergy in serving the mentally retarded. 
Journal of Religion and _ Health, 
15(2):100-107, 1976. 


The clergyman, by being at times reflective and 
supportive, sometimes confrontational, and educa- 
tive, is uniquely equipped to bring comfort and 
hope to MRs and their families. While not long ago 
MRs were hidden in the home, institutionalized, 
and often disowned or forgotten, a new dimension 
of acceptance by the family of a reality that 
cannot be changed exists today. The typical 
pattern of grief begins with shock. Here, the 
clergyman can help by _ being patient and 
encouraging full expression of hopes and fears. In 
the subsequent period of emotional disorganiza- 
tion, the clergyman must be prepared to protect 
both the MR and his family from seeking 
institutional placement prematurely. The process 
of reintegration leads ultimately to a greater 
understanding and acceptance of the child as a 
person in his own right. At this stage, the 
clergyman can bring his religious and theological 
training to bear to reinforce the message that God 
loves, understands, and accepts us as we are. The 
interpersonal relationships that can be developed 
between MRs and other members of the 
congregation constitute a motivational force of 
value to the church as a whole. (10 refs.) 
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2717 RUSSO, RAYMOND M.; GURURAJ, 
VYMUTT J.; BUNYE, ALICIA S.; KIM, 
YONG H.; & NER, SANIA. Triage abilities 
of nurse practitioner vs. pediatrician. 
American Journal of Diseases of Children, 
129(6):673-675, 1975. 


The performance of pediatric nurse practitioners 
(PNP) and physicians on 6 functions was evaluated 
to compare their ability to perform triage. The 6 
functions were identifications of the basic 
problem, classification according to severity of 
illness, initiation of therapy, ordering diagnostic 
studies, ordering body temperature measurement, 
and making appropriate disposition. When 113 
children were seen on arrival by a PNP and a 
pediatrician, evaluations agreed 84 percent of the 
time. Significant differences related to the greater 
diligence of PNPs in recording patient problems 
and the superiority of pediatricians in ordering 
measurements of body temperature and anti- 
cipating the need for x-rays and laboratory studies. 
There was no clear superiority of either physicians 
or PNPs in the ability to classify the severity of a 
child’s illness. The use of the PNP to perform 
triage in large pediatric outpatient departments 
may conserve physician time. (7 refs.) 


Kings County Hospital 
Downstate Medical Center 
451 Clarkson Avenue 
Brookiyn, New York 


2718 WESSEL, MORRIS A. The challenge is 
there. Pediatrics, 55(4):568, 1975. (Letter) 


The role of the primary care pediatrician in clinical 
pediatrics remains a significant and challenging 
one. As a_ result of increasingly available 
immunizations and the development of antibiotic 
therapies and regionalized pediatric centers asso- 
ciated directly or indirectly with university 
medical resources, the primary physician and the 
pediatric nurse practitioner will be able to offer 
many vital professional services which received low 
priority in the past. The primary physician faces 
the tasks of counseling, determination of child- 
hood cholesterol levels, and evaluation of learning 
difficulties. Moreover, if geographic location 
permits, the primary physician is obliged to 
coordinate care when a child is hospitalized. The 
primary physician is freer than ever before to take 
on new challenges and needs all the help that can 
be obtained from nurses, nurse practitioners, 
teachers, social workers, psychologists, and other 
professionals in related fields. 


878 Howard Avenue 
New Haven, Connecticut 06519 
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